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Part IL—A PEDIGREE SHOWING BOTH INSANITY AND COMPLICATED 
EYE DISEASE. 


THE pedigree, fig. 1, forming the basis of the present paper has 
been already published in a less complete form by Mott, from data 
supplied by one of us (EK. J. L.), as fig. 9, in his article, ‘‘ The Inborn 
Factors of Nervous and Mental Diseases,” in BRAIN, vol. xxxiv, p. 73 
(1911). Further investigations made since that date have enabled 
the present writers not only to add considerably to the pedigree and 
sive fuller information about many of its members, but to record the 
condition of the eyes in most of those originally marked as ‘“* blind”’ 
in Mott’s dia 
examination has disclosed lesser degrees of similar abnormality.’ 


ram, and of six others in whom ophthalmoscopic 


oO 
~) 


' Part I is by Mr. Lidbetter and Mr. Nettleship, whilst the latter author is responsible for 
Parts II and III. 

2 We are under obligations to the following gentlemen for their kindness in sending us 
notes of many of the cases in the pedigree, and for facilities for examining the eyes of those 


now living in asylums or schools: Dr. H. K. Abbott (Hants Asylum, Knowle, Fareham), 
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The result was quite unexpected, showing as it does an association 
between mental deficiency and ocular defects, the latter being partly 


developmental, partly morbid. The pathological changes are chiefly 


detachment of the retina, based upon disease of the choroid, but 
with iritis and secondary cataract in some cases. Both the mental 
and the ocular conditions are hereditary. Such an association has not 
been described before as far as we know. Consideration of the details of 
the various cases seems to us to make it probable that the ocular and the 
mental defects are due to a common underlying cause, and do not stand 
to one another either as cause and effect or as accidental coincidences. 
Nor does it seem probable that the choroiditis and consequent retinal 
detachment can be attributed to the low or very moderate degrees of 
myopia found in certain of the patients (V, 5, 14, 15, 16, 18 and 20), 
and that was also probably present in IV, 13; the myopia itself was 
more likely a manifestation of the same congenital imperfection of 
either the scleral or choroidal tissues that led to actual disease in the 
early life of some of the individuals. As the subject has not yet 
attracted much attention, we make no apology for presenting the facts 
with an amount of detail that might otherwise have been unnecessary. 
The ocular changes in the present series are absolutely different 
from any of those with which we are familiar in cases of cerebral and 
spinal disease ; neither optic neuritis, optic nerve atrophy, alterations 
of the pupillary reflexes, nor ocular palsies have been observed. With 
the doubtful exception of the man IV, 27, thought to be suffering from 
general paralysis of the insane, whose case is described below at p. 204, 
syphilis, whether acquired or congenital, does not seem to have been 
a factor in causing either the mental or the ocular degeneracies. 
Tubercle is known as the cause of death in two only of the affected 
stock, and tubercular joint disease as having occurred in one other, but 
these numbers make no pretence to completeness. Alcoholic intemper- 
ance was sufficiently marked in some half dozen (III, 2, 5, 10, 18; 
LV, 10, 13), to be noted in the records of the Asylums and Poor Law 
Institutions of which, at one time or another, they were inmates and 


Dr. Percy J. Bailey (Hanwell Asylum), Dr. E. Faulks (Bexley Asylum), Dr. Robert Jones 


(Clavbury Asylum), Dr. David Ogilvy and Dr. E. 
Dr. E. B. Sherlock (Fountain Asylum, Tooting), Dr. T. E. K. Stansfield (Bexley Asylum), 


Mapother (Long Grove Asylum, Epsom), 


Dr. C. K. Bowes (Herne Bay), Mr. Elmore Brewerton (London), Mr. Treacher Collins 
(London), Dr. Bradley Figgis (Brighton), Mr. N. Bishop Harman (London), Mr. W. S. 
Inman (Portsmouth), Mr. F. A. C. Tyrrell (London), Dr. H. Maturin (Winchfield), Dr. Ealand 
(Farnham), Dr. John H. Iles (Starcross), and Mr. Daffyd Thomas (Clerk to the Guardians 


Jethnal Green). 
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this number, too, is of course the minimum. No consanguineous 


marriages are known. Of the individuals whose age at, or cause 


t ] 
of death has not been ascertained, and who are not known to have 


had any defined mental or bodily disease, a large proportion of the 
adults of both sexes have been recipients of Poor Law relief of one sort 
or another for various periods. It cannot be doubted that the great 
majority of these persons, omitting cases of accidental sickness and of 
disablement from old age, became paupers because they were not well 
enough endowed mentally, physically, or in both respects, to compete 
successfully in life. 

Although we do not know precisely when the ocular degeneration 
or disease began in those affected by it, the histories and examinations 
show that it certainly occurred early in life in several of them, whilst 
the persistence of the later foetal structures (pupillary membrane and 
hyaloid artery) in several makes it probable that the whole of the 
abnormalities, ocular and cerebral alike, began as intra-uterine arrests. 
There has been no clear case of coloboma of the eye. 

sard to the vexed question of whether inflammation takes 
a share in causing some of the atypical colobomata of the choroid, 
reference should be made to a case published by Coats [8] in 1911, 
in which there were abnormalities in the choroid and retina in the 
temporal part of the equator and periphery of an eye showing coloboma 
of iris and lens at the corresponding part of the circle. The fundus 
appearances, as described by Coats, recall those in some of the cases in 
the present pedigree, and had there been no coloboma of the iris many 
observers would certainly have put them down to pre-natal inflammation. 
Coats gives reasons for believing that the abnormalities at the fundus 
in his case were due to early foetal variation in the development of the 
periphery of the vitreous. If a similar explanation may hold for such 
cases as our V, 10, 11, 15, and 20 the conditions, on that hypothesis, 
would have to be considered as entirely developmental instead of partly 
inflammatory in origin. 

We have not been able to find out accurately for all the insane 
persons in this pedigree the age at which definite symptoms of mental 
failure began; it is noteworthy, however, that the two congenital 
defectives (V, 16 and 20) are the offspring of a father (IV, 13) who 
appears not to have been insane until about 30 years of age. But we 
learn more by ignoring the age at the known onset of insanity, and 
attending to the age at death of those who died insane at 66, 65, and 62 
respectively (III, 9, 11, 12); one of the latter (III, 9), dying insane at 
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66, had two sons who died insane at 32 and 37 respectively (IV, 10, 13). 
One of these two sons (IV, 13), who died insane at 37, begot two chil- 
dren who have been mentally deficient from birth (V, 16 and 20); the 
other (IV, 10) had five children (V, 9-12a) ; four of these are living and 
not one of them is normal, all having eye-changes and defective sight 
and one being also an imbecile; the fifth died quite young and no 
particulars are known. 

There is no satisfactory evidence of this earlier culmination or earlier 
incidence (anticipation or ante-dating) in the eye-disease itself, considered 
apart from the mental imperfections, in this pedigree. In several of the 
eyes marked as “ blind” or “‘bad sight” there are persistent remains of 
foetal structures as well as post-natal pathological changes, and this 
association can hardly be regarded as accidental. Such association of 
developmental arrest with subsequent disease can be neither established 
nor denied for the cases of blindness in the earlier generations, for just as 
in some members of Generation V the eye-changes now known to be 
present would not have been suspected unless carefully looked for, so it 
is possible that in the earlier cases (such as III, 9 and IV, 8 and 13) 
abnormalities of the same character would have been found in one eye 
or both had the subjects been examined in childhood; and in this 
connexion it is to be noticed that in several of those who eventualiy 
became blind, or practically so, of both eves, we are told that one 
eye had been useless from birth. In fact it is only for Generations III 


and IV that we know the age at which the sight became so bad in both 


eyes as to cause incapacity. This was generally in young adult life, 
between 20 and 30, but in IV, 10, we know that both eyes must have 
failed quite early, for he was in a blind school by the time he was 
about 9. The occurrence of developmental bodily defects in this pedi- 
gree has not been limited to the eves; a by no means exhaustive investi- 
gation has shown, in addition, a frequency of small stature, and the 
occurrence of such special conditions as undescended testicle (IV, 13) 
and in one of the girls (V, 15) delayed growth and sexual evolution; 
the congenital defects of mentality have been already mentioned. 

The subject of anticipation in insanity has recently been dealt with 
fully and in detail by Mott,’ and study of his work confirms our 
belief in the importance of this character, and the urgent need for the 
collection of data bearing on its occurrence in other diseases upon a 
larger scale, and with greater accuracy, than has, so far as we are 
aware, hitherto been attempted. Some such facts and opinions have 


' Mott’s statistical method in this connexion is criticized by Karl Pearson in Nature, 
vol. xc, p. 334 (November 21, 1912). 
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been recorded in reference to glaucoma (Lawford [17]), senile and 


presenile cataract and diabetes (Nettleship [21]), three diseases which 


appear to have no points in common. ! Some other maladies probably 
also show the same phenomenon. A few new cases of anticipation in 
diabetes are given further on in the present paper. 

A superficial inspection of the pedigree chart (fig. 1) shows firstly 
that, as to a considerable number of the individuals, no particulars are 
known except sex, and not always even that; secondly, that all the 
known cases of definite mental defect and eye-disease have occurred in 
two stocks (D. and H.) unrelated to each other by blood; and thirdly 
that marriage between an affected (insane) man of one stock and an 
affected (insane and blind) woman of the other stock, in Generation III, 
she herself also having insane kinsfolk, has been followed by mental 
and ocular disease in many of their descendants in IV and VY. 

If the affected stocks in III, [IV and V are inspected rather more 
closely it will be found that they yield about 65 individuals born alive 
and surviving more than one year, that of this total 8 (or 9 if we count 
IV, 12, whose mental state is doubtful) were, or are, insane, imbecile or 
idiotic without known affection of sight, 5 others insane and blind, and 
8 others affected with the family eye changes, but no mental defect. Of 
the remaining 42 at least 16, say two-fifths, have been ordinary paupers 
for longer or shorter periods, leaving only about 25 who can be called 
normal. Even of these, 2 are known to be tuberculous, at least 3 
others died before 8 years of age, and several are still children. There 
have been a number of infantile deaths and miscarriages, probably from 
15 to 20 in all, but these are not counted in the 65. We thus find at 
least 40 of the 65 (24 diseased and 16 paupers), or nearly two-thirds, 
unsound in their mind, or their eyes, or so circumstanced as to need 
aid from public funds. We of course attach no importance to these 
precise numbers, but it is of great moment to notice that the morbid 
conditions we are specially concerned with in this genealogy have 
descended directly from parent to child in every instance, with the 
single exception of III, 13, a tuberculous father believed to have been 
mentally sound, who left a son (IV, 27) who is insane.” 


' We are told DY Adami [1) of expe rimental work within the last few years the tende ney 
of which is to show that the offspring of animals that have been subjected to a certain toxic 
substance may be more, not less, susceptible than their parents were to the same poison. 
Evidently such a condition, if its occurrence is confirmed, may give us the clue to clinical 
‘* anticipation.” 

? But, as already mentioned it is possible that this man’s (1V, 27) disease is general 
paralysis of the insane, in which event it is probably due to syphilis (see description of 


case). 
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The fertility of the insane members who had children has been high, 
but several of the normal sibships have also been large, e.g., I, 3-5; 
III, 16-23, and several in IV. Of those who became insane in III 
and IV, two (III, 6 and IV, 27) are known or believed to have had 
no issue; IV, 24, is a young man only lately married. 


DESCRIPTION OF THE PEDIGREE (fig. 1). 


I, 2. his wife, who had eleven 


I, 1, a Seottish stonemason, ID , and 
sons (II, 3, 4, 5) and no dauguters. The eldest (II, 3) was born at 
Dumfries about 1812, the other ten at Northampton, whither the parents 
(I, 1 and 2) migrated. All the eleven grew up and nearly all married and 
had children. Most of them were stonemasons like their he 


youngest, however, a ship’s steward, was drowned at sea, eldest, 


II, 3, a carpenter, reported to have had one seeing eye only, married twice and 
had apparently only one child (III, 4, born 1848), of whom nothing is known. 
In July, 1862, II, 3, was in a London workhouse (no particulars). The second 
son, Eli (II, 4), born 1815, married II, 6, of whose mental condition nothing is 
known, but she lived to a good age; they had the four children (III, 5 to 8). 
II, 7, John H., 1815 to 1886, and 8, his wife (born 1814, but no 
other information): neither of them was related .to II, 3—5. II, 7, was a 
working furrier until he was at least 46; he died in Claybury Lunatic Asylum 
in 1886, aged about 71, having been insane for at least two years previously, 


+ 


and an inmate of a London workhouse for several years before that (from the 
age of 63) ; we do not know his condition between the ages of 46 and 63 (1861 
to 1878). He had five children (III, 9 to 13). 

III, 5 to 8, four children,- all males, of II, 4 and 6. III, 5, George D., 


1846 to 1907, inmate of Claybury Lunatic Asylum for nearly a year before 


he 


died there in January, 1907, of catarrhal dysentery, aged 61; he suffered 
from mania with delusions of persecution, and was later noisy, excited, with 
tremors and slurred speech; had been a harness maker and a steady but 
moderate drinker; married at 20, his wife (III, 9) being ten years older; they 
had the children IV, 8 to 14. III, 6, born 1848; at age of 30 was inmate of 
Colney Hatch Asylum for five months, with a first attack of mania, and is said 
to have emigrated to America with parents, II, 4 and 6, and two brothers, 
III, 7 and 8, after leaving the asylum (about 1877); nothing more is known 
about him. III, 7 and 8, no particulars, but believed by informant (IV, 8) to 
have been sane. 

I‘I, 9 to 13, five children of II, 7 and 8. 

Ill, 9, Elizabeth Emily H., 1837 to 1903; died of lobar pneumonia, aged 
about 66, in Hampshire County Asylum, where she had been for about ten 
weeks demented, weak, restless and vefusing food; was also quite blind, and 
the cornez showed much opacity ; post-mortem, pneumonia and fatty degenera- 
tion of the heart. Had previously been in three asylums, the first occasion 


being when she was 24 (1861). From the history given by her eldest son 
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(IV, 8), she seems to have gone blind rather gradually about age 28 to 30 
(2.e., after her first attack of insanity), and we know she was 30 when she 
married III, 5, in 1867. Her eyes are said to have been operated upon at 
Moorfields Hospital when she was about 40 (say 1875), but her name cannot 
be found in the records of that period; the nature of her eye-disease therefore 
remains doubtful, but detachment of the retina is not excluded. She had five 
living children and several miscarriages (IV, 8 to 14). 

III, 10, George H., born 1842, fell downstairs and broke his neck (between 
1880 and 1885); was a heavy drinker, was married and had three sons and 
one or two daughters whom it has not been possible to trace (1V, 16 and 17). 

III, 11 (William H., born 1844). His wife, III, 15—now (September, 
1912) in a workhouse infirmary for the last eighteen months—states that he 
(III, 11) was in Colney Hatch for two years, about 1878 (age about 34), and 
in other asylums in 1888-90 and 1902-04, and died © mad with dropsy”’ in an 
infirmary in 1909, aged about 65. They had six children (IV, 18 to 23), of 
whom 18, born 1878, died at about one year; and 19, born 1886, at 6 months; 
20, born 1880; 22, born 1882; and 21, born 1884, are unmarried. 23, born 
1889, married recently (1912); no children yet. 

III, 12.—Harriet, born about 1850 and married III, 14, a year her junior, 
about 1873; in 1874-75 was in Colney Hateh four months for first attack of 
puerperal insanity; discharged cured. Died July, 1912, aged about 62, of 
“paralysis of brain’ (daughter’s statement), not having been again in any 
asylum. Had large family, of whom eight (IV, 24 and 25) lived to grow up; 
seven of these were apparently normal in mind and eyes; but one (LV, 24), 
boy born about 1883, was insane about ten years ago (aged probably about 20), 
and in two asylums ; recovered, and has since married and has a son (V, 22). 

III, 13.—John, born about 1853, married III, 18, about 1870, she being 
a year or two older than he; they had eight children (IV, 27 to 34); he (III, 13) 
died of phthisis in a workhouse infirmary in 1910, aged about 57, having 
drifted apart from his wife for the last fourteen years of his life. Wife (III, 18) 
still living (1912), is a steady drinker. This couple, and all their children, 
have spent a large part of their time since 1883 in London workhouses, 
workhouse schools, or Poor Law infirmaries. 

II, 9.—John C., 1815-1877, was in a workhouse for only two months before 
he died; his wife (II, 10) born 1826, still living (1912), has had parish relief 
for the last sixteen years. They (II, 9 and 10) had seven children who lived, 
and ten or eleven that died in infancy; neither these nor their descendants 
in IV and V call for special remark, except III, 16, who died at 40, cause un- 
known, and III, 20, who died of Bright’s disease. Several have been paupers, 
and one (IV, 39) is said to be tuberculous. III, 19, separated from husband 


for years under magisterial order. III, 23, died of cancer several years ago. 


Til, 2 (1848-1902), concerns us only as being the mother of the wives of 
IV, 12 and 13. She (III, 2) married twice; her second family, of four, were 
born between 1876 and 1890; no particulars are known of her husbands; she 


herself had chronic Bright’s disease, and died of intracranial haemorrhage 
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attributed to a fall from a seat in a public-house, the fall being put down to 
a fit; was said to have had “ fits’’ before. Her eldest daughter (IV, 2) married 
IV, 12, and had one child that died in infancy. Another daughter (IV, 3), 
born 1876, married IV, 13, and had the nine children, V, 13-21 (see below). 
IV, 8-14, issue of III, 5 and 9; six lived, and several miscarriages. IV, 8, 
George D., born 1865—-i.e., about a year before his mother married—possibly 
not a son of III, 5; this point is of interest because IV, 8, although he has 
the family eye-disease, is now, and has always been, mentally sound. He 
married at 22, wife (IV, 7) being 30, and a widow with three children; he had 
four children by her (V, 5-8): she (IV, 7) died, aged 45, in 1903, of phthisis 
(certificate seen). Condition of IV, 8, when seen, March, 1912, aged 47. 
Fairly intelligent, small stature, about 5 ft. 3 in., quite blind, umbrella mender, 
but has outdoor relief. Says R. eye never any good, born with no sight.”’ 


L. had good vision till he was about 22 (about when be married): in 1889, 


aged, say, 24, had advice at Moorfields Hospital, and went again in 1897, when 


he was told that the ~ retina” in this eye was detached”’ (notes not obtain- 





able), and subsequently lost all sight in it. Now R., tension normal, anterior 
chamber, rather deep, iris dirty brown, fine texture, adherent to remains of 
opaque lens, perception of light; L., tension normal, iris tremulous, no 
synechixw, but acts incompletely to mydriatic, lens very cloudy at nucleus, 
but clear enough at periphery to transmit dull red reflex, which is consistent 
with transparent detachment of retina, apparently no perception of light. 
LV, 9, Charlotte, born 1868, died 1876, " bronchitis and congestion of lungs’ 

said to have seen well. IV, 10, William, 1869-1901, said to have had both 
eyes operated on when four years old by Mr. Bader at Guy’s Hospital, but his 
name cannot be found in the records at the corresponding period. It is certain 
that when about 9 he went into a school for the blind and learnt music; 
married and had four children (V, 9-12), the eldest being born about 1893. 
On August 30, 1901, IV, 10, was admitted to Hampshire County Asylum very 
weak and ill—sordes on lips, refused food, acute mania, quite blind, but no 
examination of eyes possible; died of exhaustion a fortnight later aged 32; 
said to have been a heavy drinker. His wife (IV, 15) deserted her children 
about 1903, and has not been heard of since. IV, 11, John, born 1870, died 
1873; no details. IV, 12, Edward, born 1872; still living, said to be carman 
with good sight, but stated by step-sister (IV, 3) to be at times very excitable 
and violent, and threatening violence to himself and others, his wife (IV, 2) 
“ going in fear of him.” IV, 13, Henry, 1873-1910, married at 20 (1893), 
wife (IV, 3) being 17, and had nine children (V, 13-21) in thirteen years, 
first child, VY, 13, being born seven and a half months after marriage. He 
(IV, 13) was © short-sighted,” but saw quite well with L. eye till he was 24 
(1897), when it failed rapidly in one day whilst at work; R. said to have been 
defective as long as he could remember. At St. Bartholomew's Hospital a few 
days after failure of L. (good) eye, the late Mr. Bowater Vernon found exten- 
sive detachment of retina in both eyes of more recent appearance in L. than R. ; 
vision of R. (older detachment) being fingers, that of L. only perception of light. 
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L. underwent scleral puncture without benefit; gradually lost the remain- 
ing sight in both eyes, but (according to widow) continued sane and sober for 
some years. Then had delusions of suspicion with suicidal tendencies, took to 


alcohol, but could never carry much drink, and eventually became quite insane. 
In March, 1908, admitted at Bexley Asylum and died there two and half years 
later (November 17, 1910) aged 37 ; delusions of persecution, and later of exalta- 
tion—impulsive, noisy, and abusive; height 5ft. 4in., L. testicle undescended, 
urine normal; blind of both eyes, R. lens densely opaque, L. radiating opacities 
in lens, upward coloboma from iridectomy and some vessels visible through 
edge of lens, optic dise not seen. In January, 1910, acute glaucomatous 
attack in R. permanently relieved by iridectomy; in April and June some 
irregular fever and phthisis seems to have been suspected, but symptoms 
passed off; November 16, acute pneumonia, T. 104 ; 17th, died. His wife, 
IV, 3, seen June, 1912, aged 36, dark brown hair, brown irides, fundus dark 
and normal in each eye, vision of each §, and 1 J. easily, emmetropic réfrac- 
tion; intelligent woman: she and her husband were not blood relations. IV, 14, 
several miscarriages, the order of their occurrence not ascertained ; nothing 
except the miscarriages pointing to syphilis in IV, 13, LV, 3, or their children. 

IV, 27-34, issue of ITI, 13-18. 

IV, 27, born 1873, now (1912) 39, said to be married to IV, 26, but they 
have no children; has been in prison over a dozen times for thieving during 
several years past. In March, 1912, admitted to Long Grove Asylum, Epsom ; 
at first depressed and apprehensive, then, after a period of violent excitement, 
became maniacal, being excitable, garrulous, restless and extremely self- 
satisfied, with fantastic and disconnected delusions, and has had an attack 
suggestive of a general paralytic seizure’; tendon jerks exaggerated, pupils 
normal when admitted. Syphilis denied and no physical evidence of it, but 
Wassermann reaction in blood and cerebro-spinal fluid positive. Eyes 
examined September 12, 1912 |E.N.| : fundus normal in all parts of each, R. 
myopia, about 1°5p.; L. emmetropia or slight hypermetropic, irides brown, 
choroids dark (hair black). Case thought to be probably general paralysis of 
the insane. Of the others in this sibship, born between 1874 and 1884, all 
have had Poor Law relief of one kind or another; IV, 29, has advanced heart 
disease; 1V, 32, had by various men four illegitimate children (V, 25-28), 
including twins; all died at or soon after birth ; she then married IV, 36, and 
by him has had one child that survives. IV, 34, married a man, IV, 37, who 
attempted suicide in 1911 because “he and his wife and family were destitute.” 

V, 5-8, four children of VI, 7 and 8. 

V, 5, Elizabeth Emily D., born November, 1890, aged 22 when seen by 
E. N., April, 1912; black hair, fairly grown, intelligent, no illness during her 
several years’ residence in blind school, no signs whatever of congenital 
syphilis. Could never see with L. eye, but as a child could see enough with 
R. to learn large letters. When about 13, R. got worse, and father was told 
at Moorfields Hospital that she had “something broken or detached ” in the 
eye; operation advised but father refused it. Now (April, 1912) R. iris brown, 
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acts fairly to homatropin, no synechiw, tension normal, cornea, anterior 
chamber and lens normal; deep, opaque, white detachment of lower-outer 
part of retina, dullish red reflex in other parts, ? from shallow retinal detach- 
ment and diffuse haze of vitreous, retinal vessels not being well seen; optic 
dise normal, refraction (shadow test) somewhat, but not highly, myopic over 
red part of fundus; sees light but not fingers. L. rather shrunken, soft, no 
perception of light, opacity of lower part of cornea continuous with sclerotic, 
and iris adherent to this part but no sign of wound; pupil small and undilat- 
able ; dense, white, freely moving opacity deep behind iris (? lens or detached 
retina), no red reflex. V, 6, Harriet, born 1894, now 18, said to have good 
sight, in service, not seen. V,7, Esther Sarah, born 1895, died aged about two 
months. V, 8, Rebecca, born 1897, died probably under 1 year. 

V, 9-12a, five children of IV, 10 and 15. 

V, 9, William D., born about 1893, seen April, 1912 |Mr. W. 8. Inman and 
EK. N.|, aged 19, in a blind school for seven years past. Undergrown but 
fairly intelligent and in good health; no signs whatever of congenital syphilis. 
Began to attend school when 5 years old, and could see writing on black board 
at proper distance till about 8, then sight got so that he had to stand in front 
of class to see the writing, and soon afterwards was excused attending school. 
History of blow on R. by stone about this period. When 11 was taken to 


Moorfields Hospital, where R. eye was excised (January 4, 1904), and was 


noted as shrunken with transverse band on cornea, deep anterior chamber, 
occluded pupil, tension —, caleareous lens, bony choroid, retina represented by 
a mass of yellowish tissue. At same date, L. V. ¢5, nystagmus, opacities in 
vitreous. Now (April, 1912), nystagmus, cornea and anterior chamber normal, 


iris brownish, acting well to mydriatic, but showing a slender thread of unpig- 
mented pupillary membrane, passing from front quite across the pupil and 
attached to front of iris at each end; no pigment on lens-capsule, many freely 
moving threads and one large opacity in anterior part of vitreous; optic dise 
good colour but edge rather blurred, some tissue (? remains of hyaloid artery) on 
lower part, a narrow crescent on temporal side, retinal vessels normal ; yellow 
spot fairly seen and looks normal, a patch of choroidal atrophy at inner and 
another at outer periphery; refraction near optic disc by estimation and 
shadows, hypermetropia about 2D., sees s‘5 to eo, better with +2D., and reads 
words of 8 J very close. In this case the bad sight of L. is probably due to 
incomplete development, whilst in R., perhaps originally the better eye, 
destructive changes were started by a comparatively slight contusion. V. 10, 
Constance: August, 1904, at Moorfields Hospital, Mr. W. T. Lister found R. 
divergent, opacity in vitreous attached to posterior lens-capsule, probably hyaloid 
artery, and fibrous bands in front of optic disc, refraction hypermetropic 
5D.; L. no note of fundus, refraction hypermetropic 5D.; +3.5D., spectacles 
ordered for constant wear. She was then aged 6. December 16, 1908, aged 9, 
Mr. Parsons found substantially similar conditions in R., the cord in vitreous 
being regarded as remains of hyaloid artery; he also noted radiating fibrous 


bands passing outwards from temporal side of optic disc, hypermetropia 
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4'5D., with +3p. sees 7s; L. coarse opacities in vitreous, fibrous tissue near 
optic disc, with +3D. sees x’. October 18, 1912, aged 14, seen by E. N. at 
Crondall District Schools, Hants. Wears her spectacles; is known to see 
badly ; is dull in intellect but not badly defective, is in Fourth Standard ; 
fairly grown and well developed physically, has menstruated regularly lately ; 
hair brown and curly, irides blue-grey, all incisor teeth large and particularly 
well shaped; no suspicion of congenital syphilis in complexion or features. 
Rapid double lateral nystagmus of rather small range; keeps her head rotated 
to her R. and depressed towards L. shoulder, and keeps eyelids screwed up; 
pupils wide and round from mydriatic, no trace of pupillary membrane ; 
R. a single, freely floating string in vitreous, which may be remains of 
hyaloid artery [I had not then seen the Moorfields notes.—E. N.}| ; lower part 
of retina from optic dise outwards to beyond yellow spot shows whitish haze, 
the haze ceasing above, a little below yellow spot, by a sharply defined hori- 
zontal line or edge; downwards the haze gradually ceases, and it is nowhere 
dense enough entirely to conceal the cheroid; lower half of fundus, where 
retinal haze has ceased, shows extensive choroidal changes, in form of areas of 
incomplete atrophy without sharply cut borders, and some highly pigmented 
patches; there are also numerous scattered smaller pigment spots, which 
appear to lie in the retina. The general appearances suggest extensive, very 
shallow and nearly transparent detachment of lower half of retina, drawn 
tight at level of yellow spot; but I could not prove detachment by measure- 
ment, and the interpretation put upon the appearances at Moorfields in 1904 
and 1908, congenital fibrous bands in front of optic disc and retina, may prob- 
ably be correct. There is nothing to show when the existing choroido-retinal 
atrophy and pigment changes came on. L. similar hazy retina, simulating 
detachment in lower half, precisely symmetrical with that in R., but no 
choroidal patches or pigmentation, and no opacity seen in vitreous ; pigment 
epithelium shows coarse stippling (? normal) in parts. Vision not tested. 
V, 11, Emma, says she is 9 now (October, 1912), and was entered as 8 when 
taken to Mr. Worth at Moorfields Hospital last February, but recorded as 
5 when admitted at Crondall Schools on May 30, 1906. If the last entry 
was correct when made she must now be 11, or, allowing for months not 
counted, 10 at least. Seen at Crondall by E. N., October 18, 1912; growth 
normal for 9, but if 11 she is decidedly undergrown; sight very poor but 
makes up for it by quick receptiveness, good memory and good gift for arith- 
metic; in Second Standard (about right for 9 years old). Teeth very good, like 
V, 10; no suspicion of congenital syphilis in skin or features. Irides blue-grey, 
hair lightish brown with golden sheen. No nystagmus. Vision not tested. Pupils 
under mydriatic. R. eye pupil very little dilated, many posterior synechize 
anc fine pigment on lens-capsule, no proof of pupillary membrane, lower half 
of iris slightly green as compared with L.; diffuse white haze of lens, no 
fundus reflex; no perception of light; eye not shrunk; no sign of wound and 
no history to be got; eye gives no trouble. On February 8 last (8 months) the 
lens was nearly or quite clear, and Mr. Worth, at Moorfields, recorded a grey 
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reflex from deep in the globe with some fixed cholesterin crystals, posterior 
synechiz as now, no keratitis punctata, no fundus details visible, tension 
normal, L. read §, with +1D. at Mr. Worth’s examination, and the existing 
fundus change was not seen; at the October examination, I [E. N.| found 
fundus normal except at extreme ophthalmoscopic limit pf temporal periphery, 
where is a large rounded patch of dense grey-white retina, apparently detached, 
and adjacent to its posterior border a round patch of pigmented and partially 
atrophied choroid smaller than the retinal area, the two together forming 
a figure of eight. V, 12, Mabel, sent from workhouse to Western Counties 
Asylum for Training the Feeble-minded at Starcross, on February 1, 1905, 
aged 6 (born September 11, 1899). In December, 1907, the Ophthalmic 
Consultant to the Asylum found in L. a ~ pearly reflex” from fundus, 
~ probably detached retina,” and refraction of R. hypermetropia at least 4D. ; 
she kept eyelids closed and was difficult to examine. In May, 1910, the same 
gentleman found definite cataract in L., with posterior synechiaw, and in R. an 
irregular, bubbly-looking pateh at posterior surface of lens, obviously dense 
enough to interfere with sight, refraction (shadow test) as before. Seen by 
E. N., with Dr. H. Maturin, at Winchfield Workhouse, October 28, 1912: 
had been sent back from Starcross in November, 1911, no further improve- 
ment in mentality being possible. Is now 13, a certified imbecile, fairly 
good tempered, can feed but not wash herself, habits cleanly, can say a few 
words indistinctly, smiles when pleased; all teeth of both jaws quite sound, 
incisors large and well shaped; walks well, can knit a little, fairly well grown 
(slightly undersized). Eyes difficult to examine; irregular horizontal nystagmus. 
R. pupil well dilated by mydriatic, iris blue-grey, cornea normal, much opacity 
at back of lens; irregularly reticulated, not radiating, and not specially dense 
at pole; no details of fundus could be got either by indirect or direct method, 
the opacity interfered considerably, and she always looked at the mirror; too 
unruly to allow careful examination by direct method. L. very white, 
conspicuous cataract, and old iritic adhesions, no evidence of wound; iris 
about same colour as R. (notes made before report had been sent from 
Starcross Asylum). 

V, 13-21, nine children of IV, 3 and 13. 

V, 13, Henry D., born August 10, 1894, seven and a half months after parents’ 
marriage, but was supposed not to have been premature; seen |by E. N.| June, 
1912, aged 17-18; nosigns of congenital syphilis; does not resemble in features 
his brothers and sisters seen at same time (? was IV, 13, not his father?) : 
brown hair, blue irides, V. $ each eye, slight hypermetropia, fundi normal ; 
V, 14, Margaret, aged 15, born September 3, 1896; at work, and could not be 
seen; began glasses at age 11, and when 13 (January, 1911) was ordered at 
Moorfields Hospital R.—0O'S5D. s., L.—2D. s., LD. ¢, axis vertical, and with 
these saw § with each eye. When about 12 was certified as having ~ Tuber- 
cular disease of knee-joint, lungs not affected.” V, 15, Ethel, aged 14, born 
July 5, 1898, went to ordinary school before she was 8; when 8 or 9 was sent 
to Blind School, where Mr. Bishop Harman found much the same condition 
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of fundus and Y. in both eyes as now (1912). Seen [by E. N.| April, 1912, 
aged 14, bright, intelligent, healthy-looking, but both in stature and develop- 
ment like a child of 10; no signs of congenital syphilis; hair and irides full 
brown. Eyes show coarse, irregular nystagmus; R. pupil acts to light and 
dilates fairly to mydriafic, but shows several posterior synechiw and a separate 
spot of pigment on lens-capsule; the synechiw cause little distortion of pupil, 
one is unpigmented, and some of them start from front of iris, all pointing to 
iritis either before or very soon after birth; cornea, lens and vitreous normal, 
retinal vessels full size, and optic dise normal or rather hazy ; no detachment 
of retina but at extreme periphery, chiefly downwards, very large areas of 
choroidal disease, some white, others somewhat but not extremely pigmented, 
their borders convex in large curves towards equator; V. § barely, and words 
of 1 J. at 5 in., refraction (shadows) myopic about 3D. and 4°5D. and sight 
improved to 3 with - 2D.s. — 15D. ¢., axis horizontal, but the cylinder hardly 
appreciated. L. only sees 18 J. close, no trace of iritis or pupillary membrane ; 
cornea, iris, lens, vitreous, optic dise and neighbouring retinal vessels normal, 
but fundus shows abundant choroido-retinal changes: (a) peripheral areas of 
choroidal atrophy, (2) numerous coal-black pigment dots and spots which 
probably lie in the retina, but are not of bone-corpuscle shape, (c) a large area, 
narrow near optic disc, widening towards periphery downwards, of incompletely 
atrophied choroid over parts of which the retina appears streaky and hazy, or 
the appearance may denote a subretinal formation; no proof of detachment 


(cf. description of fundus in V, 10). The fundus changes not like those 
in congenital syphilis. V, 16, Lilian, born December, 1900; aged 12; 


when seen by E. N. with Dr. Sherlock at Tooting Idiot Asylum, June 21, 
1912, where she had been for four months; head of ordinary size and 
shape; pupils acted to light, and dilated well to mydriatic; quite idiotic and 
state of vision cannot be gauged, but not considered to be blind, and during 
ophthalmoscopic examination nearly always looked at the mirror: full explora- 
tion of fundi impossible, but no disease could be made out; fundus reflex bright 
red, retinal vessels normal, and optic disc (seen in one eye only) looked normal; 
refraction (shadows) definitely myopic but degree not made out. Previous 
history: age 2 years, certified “rickets and hydrocephalus,” about a year 
later ‘‘Jikely to grow up an idiot, cannot sit up or walk,’ and a few months 
later ““ water on brain.”” Has been in one asylum or another since age 74. 
V, 17, Edward, aged 10, born July, 1902, seen (|E. N.) June, 1912, bright 
and intelligent ; no signs of congenital syphilis in teeth or physiognomy: head 
well-shaped, hair dark brown, irides grey with pigmented inner circle ; V, § each 
eye, refraction slightly hypermetropic, fundi normal. V, 18, Elizabeth Emily, 
born October, 1904, now 77s (June, 1912). In March, 1909, aged about 45, 
Mr. F. A. C. Tyrrell at Brentwood School found myopia 4°5D. in R., and 3p. 
in L.; he made no ophthalmoscopic note, but obviously the condition now 
present in R., even if it had begun then, could not possibly at that time have 
assumed its present proportions. Seen June 14, 1912 |E.N)., aged 7,5, wearing 
spectacles — 3D. and reported as doing well at school; milk teeth very good, no 
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permanent incisors up; hair dark brown, irides brown ; constant lateral nystag- 
mus, which mother did not notice till after a fit” attributed to exposure to 
sun at age 2 years, no other fits; eyes (after mydriatic), R. deep, universal 
detachment of retina, hardly any red reflex; L. at extreme outer periphery a 
large very white patch composed partly of subretinal deposit, partly of exposed 
sclerotic ; the retinal vessels easily seen on front of this patch by direct method 
without a lens, hence probably there is some detachment, rest of fundus normal: 
refraction at centre of fundus, myopia 3D. (measured before Mr. Tyrrell’s notes 
had heen seen). V, 19, born September, 1905, died within an hour. V, 20, 
William, born August, 1906. Seen at Herne Bay with Dr. C. K. Bowes, July, 
1912, aged 6; feeble minded but clean, good-tempered, stands and walks well, 
feeds himself with a spoon, and can speak a little; sight believed to be quite 
good, but is too silly to respond to any tests; head of ordinary size, larger 
behind than in front; hair dark brown. Eyes: irides brown and act well to 
mydriatit, cornez normal, lenses show apparent haze of lamellar type with 
brighter peripheral ring, but no measurable lack of transparency, shadow test 
shows low degree of myopia at 4 ft., optic dise and retinal vessels normal in 
both, and no myopie changes; in L., at outer periphery, a large, grey-white 
area of detached retina with sharply defined, circular, posterior border: no 
changes found in R. though carefully looked for. Slight varying horizontal 
nystagmus in ordinary daylight increased in lateral positions: it disappeared 
under ophthalmoscopic examination. V, 21, Albert, born 1907, seen June, 
1912, aged 5; history of rickets, thought to be backward; light brown hair, 
blue irides; alternating divergent squint; shadow test shows myopia not 
exceeding 1p. in R. and emmetropia in L.; media and fundus normal in 


each, and choroids fair. 


Part Il.—OTHER CASES OF ANTICIPATION IN SUCCESSIVE 
GENERATIONS. 

The most recent published statements as to anticipation in diabetes 
and other maladies that I know of are by Pfaundler [31] and 
Friedel Pick [32]. Professor Pick has published the following pedi- 
grees, and has kindly added some details by letter since publication. 


In one of these (fig. 2), given to Pick (33) by Dr. C. von Noorden, 
and to be known as © Noorden’s first case”’ the diabetes showed’ at age 40 
and 56 respectively in two members of Generation I; at age 37 in the 
diabetic of Generation II, and at age 23, 22 and 20 respectively in the three 


victims in Generation III.” 


' Letter from Professor Pick, August 21, 1912; the wording is plain: **das Lebensalter 
des Auftretens des Diabetes markiert.” 
nfusion; these numbers are from the Diagram in the paper in Deutsch. 


* There is some co 
med. Wochenschr., 1911, No. 32. In Pick’s remarks in the Verhandl. d. Kongr., already 
referred to, the ages in what appears to be the same case are stated to be 60 to 70 for the 
great-grandparents, 50 to 60 for their children, 20 for their great-grandchildren. 





210 ORIGINAL ARTICLES AND CLINICAL CASES 


In another (fig. 3) published in 1912, (Pick [34|) and to be known as 
“Noorden’s second case,” no ages are published, but Professor Pick has 
very kindly sent them to me by letter, and in this case he tells me they show 


the ages at death. 


no age 
or details 


III Log 


¥ 
23 22 20 


Fic. 2.—Anticipation in hereditary diabetes : numbers show ages at onset. (Von 
Noorden’s first case.) 


healthy ob. ob. ob. 
at xt 17 10 ys 4 ys. 5ys 


Fic, 3.--Anticipation in hereditary diabetes, showing ages at death. (Von Noorden’s 
second case. ) 


In a third case (fig. 4) given to Pick by Dr. Pribram [35], although the 


exact ages are not stated, the context implies that the disease anticipated 
in generations. 





Note to Binder, 


Please insert to face p. 210, vol. xxxv., ‘‘ Brain.” 


Corrections of Figs. 2 and 3. 


In Fig. 2.—Generations II. and III. should be connected by the usual 
vertical line. 


In Fig. 3.—Delete the line that makes the man in the second generation 


appear to be the brother of his wife. 
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Fig. 5 shows an unpublished pedigree begun by the writer and 
lately verified and much extended by Dr. C. H. Usher, of Aberdeen, 
and Dr. Alexander Wood, of Longside, Aberdeenshire. 


In March, 1888 (P. 16, p. 19), I LE. N.|, saw Mr. M. . . . aged 56, 
unmarried, with incomplete cataracts, chiefly nuclear, and rather more advanced 
in R.; fundus visible in each and showed no changes; adhesions in each from 
an attack of iritis without severe pain four years previously. Known to 
have been diabetic for some time, and now had dry skin, constipation, thirst 
and good but not ravenous” appetite; breath of sweet odour; urine now 
1040, much sugar. Said he had “ all his life been thirsty.” Ten years before 
(aged about 45) lost L. arm in a machine accident, immediate amputation, 


recovered well. I extracted the R. lens three months after preliminary 


A 


Fic. 4.—Hereditary diabetes : anticipation implied. (Pribram’s case.) 


iridectomy, he becoming fatter and his general condition better during the 
wait; but quiet plastic iritis with proliferation of uveal pigment followed the 
extraction and recurred after a second iridectomy and removal of membrane, 
and eventually the eye became rather soft and retained only perception of 
light limited to temporal part of field. L. eye not operated on. Lived to be 
60; immediate cause of death, influenza; L. eye became much worse some 
time before he died. He is III, 19, in the Pedigree Chart fig. 5. He told 
me that several cases of diabetes had occurred on his father’s side, but 
I made no further inquiries until the present year, when Mr. Usher 
and Dr. Alexander Wood have at much trouble obtained for me the 
data furnishing the figure. Twelve undoubted cases of diabetes have 
been discovered, including III, 19, above described. Only three of these 
had children. II, 2, who died of diabetes at 56 (in 1854), had a 


BRAIN—VOL. XXXV. 16 





AND CLINICAL CASES 


s 


ARTICLE 


H 
a 
Zi 
3 
& 
=) 


a 


WY 


Z 
‘€9 


sumsnoo JON 


*sasvo 94 JO SULOS UI uoTyediorgu SULMOUS SOpOCUIp ATUL 


‘umouy 2oUu asnvo Jabv apply puv y}No,A uaamM}aq pag () 





4400/1 9U0 0} parity Ajjoiins you ‘hounfuy pai * 
‘uolvsiauay Yona fo Ss4agwuau oe ¥ POLMAi] NPIS F f 1 p21g S 


0} AIUaAAJaA = MO0JAQ S4aQuINN Si}! yipuaddy (v) 





SLGL 4) Bujay asoy} | , (m19}049 joe 7@ 


fo abv =( t ) apisul ssaquiny anss! ou ‘palsy ‘d's 429UD9 (Dd) 
: ‘yzvap 2D AbD = ‘palsDuUlUup “Ss ajuaqny (2) 
(Qcg) fa] 0} puv anogn suaquiny paulwunxz x 
sa}aqniq ae 
SsUImM] | t 


+ ajypulag (>) JoUuLoy ajo 
‘umouy uaym pappy subis xag “Aunu moy . y 


Moys UlYyzIM S4aquinu UDWOY ‘auo UDY? a4op J ‘hoy 


{ 11) 


ode pjo ~/qo 


uoTyeWJOjUT + ON 


' 





PEDIGREE SHOWING INSANITY AND COMPLICATED EYE DISEASE 213 


daughter III, 1, who died of diabetes at 35 (1870) unmarried. II, 3, who 
died of diabetes at 59 (1860), had an illegitimate daughter, III, 5, who 
died of diabetes at 19 in 1840, twenty years before her mother. In both 
these, therefore, anticipation was well marked. III, 9, who died of diabetes 
at 45, had only two children, IV, 2 and 3; the former died unexpectedly 
of heart disease, duration one day” at 14 (1891), after a long and debili- 
tating illness which may have been diabetes, or perhaps tubercle; no 
particulars known of the other child (IV, 3). None of the other diabetics 
married. The average age at death of the four diabetics in II was 61 (range 44 
to 84), that of the six in III was 435 (range 19 to 67; age unknown in III, 
6); and the single known case in IV died at 32. The cause of and age at 
death of II, 4, not known. nor do we know the age at death of her diabetic 
son (IIT, 6). 

III, 2, died at 6; III, 3, at 5, causes unknown; III, 4, at 17, tubercu- 
lous; so that not one of the issue of the diabetic II, 2, left offspring. IV, 8, 
sister of the diabatic IV, 7, died at 19, of phthisis. II, 9, father of three 
diabetics, died at 69, of delirium tremens. The normals, II, 10 and 11, and 
III, 11, all with diabetic brothers or sisters, have left numerous descendants in 
III, IV and VY, with only two known diabetics. At least five cases of cancer 
are recorded in the non-diabetic division of the pedigree, viz.: II, 12 and 18; 
III, 16; 1V, 24 and 25. There appear to have been but few infantile deaths. 
Of ITI, quite five are living ; III, 11, aged 83; III, 13, aged 73 ; III, 14, aged 84; 
III, 17, aged 78; LII, 20, aged about 60, and several lived to over 80; and much 
the same is true in Generations I and II. No eases of tubercle are mentioned 
in the non-diabetic half of the pedigree. A few of course died of fevers, acute 
illness or accident, and a few have been lost sight of. No neuroses of any kind 
are mentioned. The pedigree as it stands appears to show that the descent of 
hereditary diabetes, although usually continuous, may occasionally be inter- 
rupted ; for, although we cannot assert that II, 11 (father of III, 19) was free, 
I am assured that LIT, 11 (mother of LV, 7), still living aged 83, is so. (E.N. 


Part IJI].—CASES MORE OR LESS COMPARABLE WITH THE SERIES IN 
> >rrY 4 y 
Part Il. (fig. 1 
Although I do not know of any series of cases of family choroidal 


disease leading to detachment of the retina such as those shown in 


fig. 1, certain groups must be mentioned some at least of which may 


be allied to them. 


CASES OF EXTENSIVE COARSE DISORGANIZATION OF CHOROID IN 
INFANTS, OFTEN ASSOCIATED WITH MENTAL DEFECT. 
In some of the following cases arrest of development of the central] 
area of the choroid (“ macular coloboma”) may have occurred along 
with choroiditis, but none of them appear to the writer to have been 


only coloboma 
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CASE 1.—Eztensive Choroidal Atrophy in an Infant. 
Female, seen at age 9 months, and again at 5 years 3 months. Eyes looked 
small, nystagmus, convergent squint, refraction probably myopia, at 9 months. 
At 5 years 3 months, could see by holding very close; fundi same in both 


eyes, very large patches of complete choroidal atrophy mostly at central region 
and to temporal side of optic disc, with much pigment running on to them like 
iritic adhesions ; discs rather hazy, retinal vessels normal. No syphilis; no 
family history of bad sight ; patient second of four, sexes not given; No. 1 
living, reported normal; No. 2 patient; Nos. 3 and 4 ob. 1 year 6 months, 
diarrhcea. Mentality not noted but presumably good. (Hutchinson [13].) 


CASE 2.—Extreme Choroido-retinal Disease in an Infant whose Cranium, at 
jirst too small, became afterwards hydrocephalie. 


Female, 3 months (1875) has never taken notice, pupils act to light and dilate 
to mydriatic: well nourished; cranium small, and face smaller? on L. side; 
in both eyes many large areas of complete choroidal atrophy, some intensely 
pigmented, others free from pigment; at region of optic disc these patches more 
or less concealed by dense white opacity of retina many times larger than, and 
entirely concaling, discs and retinal vessels; retinal vessels beyond opaque 
area normal. When seen several months later, still seemed quite blind, and 
head had slowly enlarged to well-marked hydrocephalus. Patient third born, 
mother ill, vomiting and constipation, when four and a half months pregnant 
with her; first born, seen at age 4 years, no signs of syphilis; second, aged 2, 


r 


not seen, sex not noted. (Nettleship [22 ]}.) 


CASE 3.—Central Choroidal Atrophy in Microcephalic Idiot. 


Male, 12 months, 1880; takes no notice, but pupils act fairly to light, 
cranium small, ridging and premature closure of sutures, weak in back, no use 
in legs (no rickets), “ will doubtless be idiotic” ; large area of superficial atrophy 
of choroid at macular region in R., and of complete atrophy (white sclerotic 
with pigmented border and tortuous emergent vessels at centre), position not 
noted, in L; is fourth born. First had large head and ob. © convulsions,” age 
and sex not noted; Nos. 2 and 3 living: presumably normal, sex not noted. 
(Nettleship [23 }.) 


CASE 4.—Abundant Choroiditis in Infant with Premature Closure of Sutures. 
Tubercle dil Siblings. 


Female, 10 months (1883), has never taken notice, but pupils act; was well 
till 5 months, then refused breast and has grown very little since: premature 
closure of sutures; in both eyes large patches of choroidal atrophy, a few 
complete but mostly of inner layer only, no exudation or new tissue, retinal 
vessels normal; R. dise very hazy; L. disc normal. No history or evidence of 
syphilis. Patient third of three; Nos. 1 and 2 (sexes not noted) both ob. aged 
3 years, one of “consumption,” the other apparently of tubercular meningitis. 
(Nettleship [24 ].) 
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CASE 5.—Coloboma of Iris in one eye, extensive Choroiditis in both, probably 
Mental Defect. 


Infant, 9 months, sex not recorded (1879); sutures closed, numerous fits 
since 2 months; L. eye too small, coloboma of iris downwards, very large and 
highly pigmented patches of atrophied choroid, but ~ no coloboma seen”; R. 
doubtful perception of light, many small patches (none so large as optic disc) of 
pinkish choroiditis, like “ deep deposit beneath denuded epithelium,” none of 
them pigmented; optic disc normal, eye normal size, no note as to activity 
of pupil. No notes of family history. (Nettleship [25 ].) 

W. T. Lister [18] has recorded a “Case of Macular Coloboma associated 
with Old Choroiditis,” with a plate showing the ophthalmoscopiec appearances 
in both eyes of a lad of 19, whose sight had always been in its then condition, 
The patient was the youngest of four children, was a very delicate baby, had 
whooping-cough at 3 months, then rickets; had no fits; no history or signs 
of congenital or of acquired syphilis, and no family history of tubercle. 
Marshall [19] published a case of extensive coloboma of choroid and iris 
in both eyes, in which inflammatory complications occurred in one eye. 
Cosmetatos [7] has also published a case of coloboma of the macula with 
some separate patches of choroiditis in an otherwise healthy child. Reference 
must also be made to cases of coarse macular disease believed to have had 
a tubercular origin recorded by Mr. Harrison Butler [6]; of these Case 4 
showed signs of pre-natal iritis and general arrest in the R. eye, and in the 
L. a large patch of choroidal atrophy at the macula. 


The following five cases have not been published before :— 


CASE 6.—Gross Choroidal Disease in an Idiot. 


Male, aged 7 or 8 years, seen at National Hospital, Queen Square, April 
1882 (P. 6, p. 133); in for recent paralysis of R. hand with athetoid move- 
ments ; idiotic, undergrown and looks only aged 4, cranium small, is not blind. 
In both eyes very large patches of choroidal atrophy, mostly quite white or 
greyish-white without much pigmentation, some incompletely atrophic ; more 
in L. than R.; not coloboma, though one patch in L. is in lower part; not like 
ordinary syphilitic choroiditis. No note as to family history. 


CASE 7.—Gross Choroidal Disease in Idiotic Infant. 


Male, aged 7 months, issue of first pregnancy, parents’ ages not given. 
Takes little notice, but pupils act to light ; R. several large patches of pigmented 
choroidal atrophy, optic dise not well seen ; L. single immense area of complete 
choroidal atrophy with much pigmentation, optic dise pale ; anterior fontanelle 
much too small, front of head small, nose large, ? idiotic; had thrush, but 
nothing else pointing to syphilis. Seen again aged 1 year 6 months, and 
appeared to see pretty well, but ‘cannot stand yet.” Family history not taken, 
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CASE 8.~Gross Choroidal Disease with Craniotabes and early closure of 


Fontanelle. Small Head. 


Male, aged 7 months, 1894 (M. O.P. iii, p. 150), always been thin and 
delicate, no syphilitic history; head rather small, soft places in occipital 
region; two months later anterior fontanelle nearly closed but sutures not 
ridged: In each eye an enormous circular area of sharply defined choroidal 
atrophy with much pigmentation but no grey tissue, larger in R. than L.; 
situation not stated, but as optic discs were blue-grey the choroidal disease was 
probably central and may have been macular coloboma altered by inflam- 
matory change ; retinal vessels normal; pupils act to light. Seen again aged 
about 3 years 6 months, strong, active, irritable, head small, pupils act to light, 
fundi as before, seems to see light. Patient youngest of six. No. 1, female, 
born about four and a half years before patient, seen aged 5 years, rickety 
bone-ends and forehead, good milk teeth, no signs of syphilis, no note of eyes. 
(2) Misearriage. (3) Female, born two years after first, seen aged 3 years, 
no signs of syphilis, no note of eyes. (4) Miscarriage. (5) ? Sex, born eighth 
month, ob. five weeks. (6) Patient. No other family history recorded. 


CASE 9.—Gross Choroidal Exrudation and Atrophy with History of Illness, 


probably Meningitis, in Infancy. Small Cranium, keeled sagittal suture. 


Defect of Hand. 


Male (P. 40, p. 169), when aged a few months, had an illness thought to be 
meningitis, but opinions differed; sight never been better than when I saw him 
aged 17 years. Aged 17 (1896), very large area of peripapillary deposit in each 
eye, and a large patch of choroidal atrophy to nasal side of it in one eye, pos- 
terior polar opacities in each lens, and slight opacities in each vitreous; the 
retino-choroidal deposit area shows well-defined curved borders, not fibrous like 
opaque nerve-fibres, and is crossed by many vessels, some traceable to optic dises, 
others lost in the white; R. optic dise difficult to see, L. clearer ; eyes look small, 
cornea 8-9 mm. only, but refraction (shadow test) myopia 13D. in each, with some 
astigmatism in R. V. corrected = fingers at 2 m. and reads 10 J with magnifier 
at one inch; irides blue-grey, pupils very active; hair dark, cranium small, 
sagittal suture keeled, ears projecting, teeth large and good, good memory, quite 
intelligent, and manages to read a gooddeal. Aged 23, now general opalescence 
of both lenses with ~ white china” patch in anterior cortex of R. Is first 


born of six, the other five normal. Family history not asked. 


CASsiz 10.—Choroidal Disease, Detachment of Retina and perhaps Remains of 
Hyaloid Artery in one Eye of otherwise Normal Infant. 


Male (P. 49, p. 10), born full time, without instruments, good health, no illness. 
Squint of R. noticed at six months. Eyes not examined till 1 year 8 months 
when (January, 1899) L. fundus found quite normal; in R., which was now 
divergent and decidedly smaller than L., but with tension normal and pupil acting 
only consensually with L., there was a large, deep detachment of outer half of 
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retina with what looked like a translucent cyst at extreme anterior part and one 
or two opaque patches (to focal examination), and a very large area of choroidal 
atrophy far back near the posterior part of the detachment, also a cord varying 
in thickness like a string of sausages in the vitreous, possibly remains of hyaloid 
artery. No history or evidence of syphilis, no known tubercle. Patient is 
third born of four. (1) Male, aged 7, 1899, normal. (2) Male, died at birth, 
difficult instrumental delivery, two years after first. (3) Patient, born five 
and a half years after first. (4) Female, born eleven months after third, 


normal at age 9 months. 


CASE ll. Extensive ‘horoidal Atroph y with Myopia from Birth or Earl 
Life. Recent Loss of One Bye hy TIrido-choroiditis. Defective Intellig nce. 
Meningocele. Family History of Bad Sight and Ep lepsy. 


Male, aged 30, 1892 (P. 25, p. 5), “only three-quarters intelligent,” very 
long, narrow head, prominent forehead, occipital meningocele as large as a 
Tangerine orange: never any fits or paralysis. Sight seems never to have 
been better than now. R. could see light till a year ago, now no perception 
ol light, lens opaque, iritic adhesions: L. see ‘ r oe mx cornea, iris, pupil, 
lens, vitreous normal, refraction myopia about 10D. (ophthalmoscopic measure- 
ment only and probably estimated too high), very large areas of complete 
choroidal atrophy, very little pigmented, optic disc enclosed in one such and 
is nearly as white as the exposed sclerotic. He is ninth born of twelve, all but 
two living, as follows (ages as in 1892): 

(1) Ob. a few weeks, sex not stated. (2) Female, aged 44, © short sight,” and 
wears glasses, but does not see really well, and has had advice. (3) Male, aged 
42, same as No. 2 in all respects. (4) Male, aged 40, good sight. (5) Female, 

: 
g] 


it. (6) Male, aged 36, ~ quite blind,” is a minister. (7) Male, 


aged 38, good si 
) 


7, would be between 32 and 36 if alive; © short-sighted,’’ and wore 


9 and 3). (8) Female, aged 32, 


ob. aged 
classes, but did not see very well (as Nos. 
epileptic, blind of one eye, and sees badly with other. (9) Male, aged 30, 
patient; (10) Male, aged 28; (11) Female, aged 26; (12) Male, aged 24—all 
reported as normal, and having good sight. No consanguinity of ancestors (all 
four grandparents known), and no family history of bad sight or neuroses 


obtained at preliminary inquiry. 


Other examples of family disease of some part of the nervous 
system associated with severe choroido-retinal changes in early life are 
known, apart of course from the ordinary form of retinitis pigmentosa, 
and its frequently associated deafness and mental defect. One such 
case was unwittingly published as two separate cases at widely different 
dates, first by the late Mr. Zachariah Laurence, and then by Sir Jonathan 
Hutchinson. The two accounts supplement each other. The essential 


features were as follows :— 
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CASE 12.—A sibship of ten, nine males and one, the tenth born, female, of 
whom only one died (male, of smallpox at 6 weeks of age). Three of the males 
(third, fourth and sixth born), and the female (tenth born) suffered from pro- 
gressive failure of sight and progressive paraplegia with dulness of intellect, 
arrested development of sexual system and some of them from arrested bodily 
growth. The fundi showed very extensive incomplete atrophy of choroid, mainly 
at the central area, with some atypical pigment spots in the retina, and hyper- 
metropic refraction. The failure both of sight and leg-power began in childhood, 
except that in the girl the leg-weakness did not set in until she was nearly 18. 
One of the affected boys became insane. The two eldest were fine men, married 
and had children. The family history, carefully inquired into, threw no light 


on the cause of the affection.’ 
I have less detailed notes of the followed unpublished cases, which 
for the present may be grouped with the last. 


no information no information 


INQ NO ¢ 
1y 2 : = 


=" ‘ 
Patient ~*~ Paraplegia 


—~~~~ Order of birth unknown 
Fic. 6.—Pedigree showing choroiditis, insanity and paraplegia. 


CASE 13.—Excessive old Choroiditis of ~ Island” Type. Family History 

of Insanity. 

Female, aged 29, 1894 (fig. 6, II, 3) (P. 30, 238): no eye disease except the 
choroiditis, all of which looks old, though history of recent worsening of V. 
in R. may point to one or more comparatively new exudations. R. V. not 2; 
said to have failed six months ago; L., $, considered as quite good. Fundus 
changes more extensive, but not looking more recent, in R. than in L.: very 
abundant black islands of choroiditis, each with a narrow pale border, and some 
showing fibrous tissue, yellow spot involved in R., not involved in L.; dises 
and retinal vessels normal. Emotional, subject to bronchitis, and was always 
delicate (report from her doctor); upper incisors absent, “broke off short.” 
Family history supplied by the medical attendant. As no mention is made of 
consanguinity between 4 and 5 in Generation I, I assume them to be from 
unrelated stocks. 

' Zachariah Laurence [16], Hutchinson [14a], with coloured ophthalmoscopic plate 
showing condition of fundus in one of the cases about 1873. The two narratives combined 
and summarized by Nettleship [25a]. 
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I, 4, patient’s mother, normal, active and intelligent to date of writing 
(1894). I,1, 2, 3, siblings of I, 4; I, 1, ob: paraplegia from ~ softening of spinal 
cord”; I, 2, alive, but has advancing paraplegia (1894); I, 3, ob., aged 71, 
softening of brain and paraplegia. I, 5, patient’s father, hypochondriac and 
chronically dyspeptic. I, 6 and 7, siblings of I,5; I, 6, ob. in a lunatic asylum ; 
I, 7, ob. insane at home. II, 1, 2, 3, issue of I, 4 and 5; there were no other 
IT, 1, aged 36, fairly healthy to date, except two attacks of acute 


births. 
IT, 2, ob., aged 25, with 


rheumatism lasting three and six weeks respectively. 
paraplegia of quite three years’ duration, due to “ softening of the cord,” actual 


cause of death, acute tuberculosis. II, 3, patient. 


CASE 14.—Gross Choroidal Disease in One Eye. Insanity in near Relations. 


Female, aged 36, 1876 (Nettleship [26)). L. eye, a single, very large, 
oblong patch of old choroiditis almost covered by coal-black pigment situated 
not improvable ; 


below and to nasal side of optic disc, media clear; V. 35, 
R. eye normal. No syphilis. Is seventh of eight, as follows (ages as in 1876) : 


(1) Male, was an idiot, subject to fits; ob. aged 18. (2) Female, aged 43, normal 
(3) and (4) both ob. young of smallpox; sex not noted. (5) Female, aged 40; 
married; insane for some months, aged 33, after birth of second child ; several 


subsequent children without relapse. (6) Female, aged 38; subject to fits 


since age 12; married and has children. (7) Patient. (8) Stillbirth several 
years after patient ; sex not noted. 

It is also worth noticing that in the first published examples of 
the condition known as Tay’s choroiditis (Hutchinson | 14])—a grouping 
of small, palish dots at the central area of the fundus, probably in all 
cases due to minute “colloid” excrescences, formed on the inner 
stratum of the choroid (Coats [9]|), and usually a senile disease—three 
sisters were affected, and there was a history of neurosis in the family. 

Only the barest reference can be made here to certain other cases 
in which changes occur at the central part of the fundus, sometimes in 
association with cerebral failure.’ The nature and alliances of these 
have not yet been cleared up. 

Of causal relationship between any kind of choroiditis and insanity, 
of whatever kind, there seems to be very little published evidence. 
The only case I have hitherto come across is one by Wintersteiner 
[38], where a single spot of black pigment nearly as large as the optic 
disc was found in the upper inner part of the R. fundus of an imbecile ; 
even here the patch, although perhaps congenital, may have had no 


connexion with the cerebral defect. 


' Mayou and others [20], F, E. Batten [2], Nettleship [27], Edgar A. Browne [5], Best [3], 


Stargardt [36). 
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Other varieties of choroidal disease are known to occur as family 
affections,’ either limited to siblings or occurring in successive genera- 
tions, and some of them are thought to be congenital; but the 
examples already given include all that, so far as I am aware, have 
hitherto been connected with neuroses of any kind. 

Little more than bare reference can be made to certain rare cases 
recently described, in which cataract develops in association with 
progressive disease of the nervous or muscular system. I have no 
personal experience of such cases. One such family has been published 
by J. G. Greenfield [11], another by Ormond [29], another by Lange 
[15] is mentioned by Greenfield [11]*, and a fourth is recorded by 
Arthur §. Hamilton [12]. In 1889, Bock |4] published an account 
of five sporadic cases of cataract (4 ?,1 ¢), coming to maturity quickly, 
soon after an illness which the author considered to have been 
meningitis. These patients were aged 34 to 39 years. We have, lastly, 
Ormond’s paper [30] showing the great frequency of lenticular opacities 
in Mongolian idiots. In a few of this series there was disease of 
choroid and iris.’ All the cases of cataract referred to in this para- 
graph must be distinguished from the common stationary, congenital, 


lamellar or zonular cataract. Lamellar cataract, when not heredi- 


tary, is sometimes associated with congenitally defective mentality of 


various degrees in the cataractous subject, but when cataract of the 
same type is hereditary there are seldom any neuroses either in the 


affected or unaffected members of the genealogy. 


Con LUSIONS. 

1. The pedigree which forms the basis of this paper shows an 
association between mental deficiency and ocular defects, partly develop- 
mental and partly morbid. 

2. Amongst the members of this family, who are not known to have 


had any defined mental or bodily disease, a large proportion have been 


' Several references are given in the Bowman Lecture [21]. A new case has been 
recorded by A. W. Stirling (37). 

* After this paper was in print, in a letter of March 2, 1913, Dr. Greenfield told me he 
had since seen two additional cases in which myotonia and cataract occur in the same 
genealogy, one with Dr. Hertz at Guy’s Hospital, the other a patient of Dr. Head at the 
London Hospital. [Published by E. G. Fernsides in the Proc, Roy. Soc. Med., 1912, vol. v, 
p. 77.] 

* In Case 9 of Ormond's series there was pupillary membrane in L. eye; Case 14 had high 
myopia with extensive and highly pigmented choroiditis ; Case 2a was myopic with choroidal 
changes limited to each macula ; Case 5a had corneal opacities with keratitis punctata and 


subnormal tension, (Letter from Mr. Ormond, October 7, 1912.) 
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recipients of Poor Law relief, showing that they were not well enough 
endowed mentally and physically to compete successfully in life. 

3. The mental deficiency in this family tends to appear at an earlier 
age in each succeeding generation (anticipation); but anticipation 
cannot be proved for the ocular defects. 

1. Anticipation may be well illustrated by cases of diabetes, of which 


some fresh instances are given in Part II. 
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SincE May, 1910, there has been under my observation, from time 
to time, a patient whose symptoms were such as I had never seen 
before, or had found described in any medical publication. The case 
was evidently one of a progressive degeneration in some portion of the 
brain, and I described it in my notes as “ rubrocerebellar degenera- 
tion.”” On reading the excellent paper by Kinnier Wilson in Brain, 
March, 1912, on “ Progressive Lenticular Degeneration: a Familial 
Nervous Disease associated with Cirrhosis of the Liver,’ I saw at 
once that my case, which had been such a puzzle to me for over 
two years, was very similar to the cases described by the author, with 
one very important exception, namely, that the duration of the illness 
was already over twice as long as any of the other cases which were 
recorded. The extreme rarity of these cases, only twelve as yet having 
been published, imposes upon me the responsibility to give at once 
an account of this patient, especially as a consideration of the case 
brings forward some new points for discussion, and indicates that 
some of the views taken from a study of the previous patients may 


require some modification. 


HISTORY OF THE CASE. 


The patient was born in 1876, so is now aged 36, and was the 


sixth child in a family of eight. 

Family history —The father died fourteen years ago at the age 
of 64, of ‘“‘ cancer of the throat.’”’ He was a particularly healthy man. 
The mother is now aged 74 and is in good health, and seems 
to have enjoyed this all her life. She has had eight children and no 
miscarriages. The family is as follows: Daughter, aged 47, born in 
1865, in good health ; daughter, aged 45, born in 1867, in good health ; 
daughter, aged 43, born in 1869, in good health; daughter, aged 41, 
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born in 1871, in good health: son, aged 38, born in 1874, suffering 
from heart disease; son, aged 36, born in 1876, the patient; son, died 
in infancy, born in 1878 (?) ; daughter, aged 31, born in 1881, in fairly 
good health, but suffers from colitis. 

Previous history.—The present illness began when the patient was 
about the age of 19, and a careful inquiry into his history before 
this age has been made. He had no serious illness up to the age 
of 19, except the ordinary ailments of childhood. He was an ex- 


ceptionally bright boy, very intelligent, and won prizes and scholarships 








Fic. 1,—The patient as a boy. 


while at school. He could learn his lessons with very great ease, but 
was often lazy and did not trouble to do them. He always had a very 


bad temper and used to get inio violent fits of rage when a small boy. 


After leaving school he occupied himself with electric engineering 
until the age of 17. He got on brilliantly at first, but then became 
lazy and for this reason was dismissed by his employers. He then 
worked in the brass trade for three years, but did not do well, and did 
not earn enough to keep himself. Since then he has done no work 
at all. 
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Fic. 2.—Aged 17. Fic. 3.—Aged 20. The disease had 
alre ady be gun. 





Fic. 4.—Aged 26. The fingers of Fic. 5.— Whitsuntide, 1911, aged 
the left hand appear to be pressed 35. The change in the facial ex- 
firmly against the back of the right pression is well marked. He is 
hand, probably to overcome the much thinner than formerly 
tremor. 
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The photographs here reproduced show that he was a bright, 
intellectual - looking boy, and with rather handsome features. His 
facial expression has considerably altered since the onset of the disease 
(figs. 1 to 5). 

History of present illness—The first symptoms of the disease 
appeared at the age of 19, when it was noticed that his right hand 


‘ 


trembled considerably, and that the right leg often ‘ went off” in jerky 
movements when he was sitting. The trembling of the right hand was 
considered at first to be due to excessive smoking of cigarettes, and 
later it was thought to be due to St. Vitus’s dance. It was also noticed 
that the trembling increased whenever he attempted to do anything 
with his right hand. Ever since that time there was a change in the 
handwriting. It became shaky, and the lines were uneven. 

About the time of the commencement of the disease, whether a 
little before or just after its onset is uncertain, the patient was thrown 
from a horse and dragged for a little distance on his back, his foot 
being caught in the stirrup. The patient probably exaggerates in his 
account of this accident, for he does not seem to have been hurt, because 
he was able to walk home. The patient’s statements are not to be 
relied upon, and the history which is here given has been obtained from 
two of his sisters, who do all they can to give me accurate information 
about him. 

About the age of 21 he was staying in Manchester with one of his 
married sisters, and there is no doubt that this visit occurred well 
after the beginning of the symptoms. One day he was missing for 
some little time, and was eventually found sitting on the closet in 
the yard, and in a very dazed state ; he could not speak, and sat staring 
before him. He was led into the house, but was unable to speak for 
a few days. His sister’s husband accused him of being drunk, and at 
that time there is a suggestion that he used to drink rather heavily. 
I think there is some doubt about this, for he was very tremulous at 


this time, and his hands were shaky, so that those symptoms, which 


were probably due to the disease, may have suggested alcoholism to 
his friends. His speech often became “ like that of a drunken man.” 


There is no history of him ever having had a fit, or loss of 
consciousness before the early symptoms developed, and it was not 
until two years afterwards that there was any evidence of loss of 
consciousness. 

Jerky movements very early made themselves manifest in the left 
arm and leg, although at first only the right side was affected. The 
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speech became noticeably altered about two years after the onset. It 
became very slow, and when he was about 25 it was often impossible to 
understand what he said. The jerky movements and the difficulty of 
speech gradually became worse, and then it was noticed that his move- 
ments were very slow, and that it was often a very long time before he 
could commence to do any particular movement. It was difficult for 
him to get up out of a chair, and took him sometimes two or three 
minutes before he was able to move. He would then get up quickly, 
but on standing would sway about, and it would be some time before 
he could commence to walk, but when he did start he could walk long 
distances. His muscular powers did not seem to fail him at all; in 
fact he was remarkably strong. 

He became much more irritable, and used to easily lose his temper, 
and would sometimes attempt to strike one of his sisters who was 
constantly with him. She nearly always used to know when he wanted 
to strike her, and she had time to get away before he could commence 
to make the necessary movements. Sometimes the movements took so 


long before they could be accomplished that his anger passed before 


he struck, and then instead of being violent he would break into a good- 
natured smile. 

His facial expression gradually altered, it became “ fixed,” and 
often when he attempted to do anything with his hand his mouth 
would slowly open and be drawn slightly to the right side, the tongue 
being protruded gradually. His eyes became very much more prominent, 
and his face during repose lost all expression. 

He understood everything that was said to him, and his memory 
remained very good. He could read a book, and enjoy a joke. His 
smile used to come very slowly, and remained for a long time, two or 
three minutes, after which it gradually faded. 

This is the history up to about ten years ago. About that time he 
came home one day staggering very much and in a dazed condition 
and his sister first thought he was drunk; he fell into a chair and 
could not speak. He was seen by a doctor and put to bed, but he 
seemed in his usual health the next day. 

From this time, however, all the symptoms gradually became worse. 
The ‘novements were slower, and the tremors more marked. The 
speech was more affected. When he got up from the sitting position it 
was necessary for someone to support him until he could commence to 
move, but when he once got started he could walk for miles. He often 
asked people to alter the position of his limbs for him. It was noticed 
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how very stiff all his limbs were, and there is no doubt that it was this 
stiffness which made him fall over when getting up from a chair. 

He has not been able to put himself to bed for ten years, as he was 
not able to take his trousers off. This was done for him and then he 
used to be rolled into bed, when it was some little time before he could 
straighten himself out and lie in a natural position. He sometimes 
passed urine in bed, and this was probably from laziness, as it meant 
a great effort to get up. He used frequently to complain of pain in his 
back, and sometimes in the calf of his leg. His intellectual powers have 
been good throughout. 

His appetite has always been good, but he took a very long time 
over his meals as mastication was a very slow process. Latterly he 
often had to be fed, as he would take an hour over a simple meal. 
The amount of saliva became very excessive, and it ran from his mouth 
almost continuously. He never had jaundice, and there have been 
no symptoms which would indicate in the slightest degree that there 
was any cirrhosis of the liver. 

This brings the history up to the time when he first came under 


my observation in May, 1910, and I will only give a short description 


of his condition at that date, as it has not very materially altered since 
then, except that some of the symptoms have developed a little 
more. 

On May 7, 1910, the patient consulted me in order to be admitted 
into the Royal Home for Incurables, Leamington, for which institution 
[am the medical examiner in Birmingham. Recognizing the interest 
of the case, I did not recommend him for admission to the home, but 
persuaded him to attend as an out-patient at the General Hospital. The 
rigidity of the limbs was then most marked, and I recorded especially 
the stiffness of the muscles of the neck. When suddenly asked to 
look to either side he did not attempt to turn his head, but only -his 
eyes. There was a jerky tremor of the hands, increasing with volitional 
movements. Clonic movements of the lower limbs developed when 
they were placed in certain positions. He was unable to stand at first 
when rising from the sitting position, and this was obviously due to the 
stiffness of the muscles, which soon wore off if he were supported. 
He then had no difficulty to stand or walk. 

The face seemed to have lost all expression, and in my notes I 
compared it to the Parkinson’s mask. His eyes were rather prominent, 
the sclerotics showing all round. The movements of the eyes were 
pormal, and the eyes could be moved quite easily, and in this way 
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differed from any other movement he was asked to make. The pupils 
were equal, reacting to light and accommodation. There was no optic 
neuritis. The extrinsic muscles of the eyeballs seemed to be the only 
voluntary muscles not affected by the pseudo-spasm. When the patient 
smiled he did so very slowly and stiffly, and the smile lasted a long time 
before it passed off. In this the condition differed greatly from paralysis 
agitans. The tongue, of which there was no tremor, would be pro- 


truded very slowly and not very far. Swallowing appeared normal, 
except that it took him a long time to eat a meal. The speech was 
difficult to understand, as each syllable was very drawn out, and it took 
him a long time to say a short sentence. The intellect appeared 
normal, but he was rather emotional. The hands were held in ‘the 
position characteristic of paralysis agitans, but the tremor of the hands 
was far coarser and not at all like that which is present in this disease. 
The grip of the hands appeared rather feeble. The flexor muscles of 
the limbs were more affected with the stiffness than the extensors. No 
paresis nor paralysis could be ascertained. 

The abdominal reflexes were brisk, also the knee-jerks. The ankle- 
jerks were brisk, and an ankle-clonus could be obtained although it 
lasted for only about half a dozen jerks. It was not a true ankle-clonus. 
A plantar extension on each side was obtained, although with difficulty, 
but there is no doubt that it was present at this time. 

The sensation appeared normal, but he complained of a little pain 
in the lower part of the back, and also in the calves of the legs. 

Dysergia or dysmetria was tested for in the manner recommended 
by Tom A. Williams, in the Quarterly Journal of Medicine, vol. iii, 
p. 343, but the patient made the lines very slowly, and always stopped 
at the right place. 

The chest and the abdomen appeared normal upon examination, and 
there were no symptoms pointing to any gastric derangement. The 
bowels were regular. The urine normal, but the radial arteries were 
slightly thickened. 

After attending as an out-patient for a few times he was admitted 
as an in-patient under Dr. Stacey Wilson. No additional light was 
thrown on the case, but the presence of an extensor plantar reflex on 
each side was confirmed. 

The case puzzled me greatly, and all those to whom I showed him. 
The diagnosis of rubrocerebellar degeneration was made. The patient 
was admitted into the Royal Home for Incurables at Leamington in 
November, 1910, where he stayed about a year. He became very 
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restless and dissatisfied there, and left of his own accord and against 
advice. 

I did not see the patient again until the end of August of this year 
[1912], and then considering him to be a case of progressive lenticular 
degeneration, he was admitted as an in-patient to the General Hospital 
under Dr. J. W. Russell, who very kindly placed a bed for him at my 


disposal, in order that a more thorough examination could be made. 


Fic. 6.—Characteristic smile. Exposure, 10 secs. 


CONDITION OF THE PATIENT IN SEPTEMBER, 1912. 


The patient is a well-developed man, about 5 ft. 7 in. in height, and 
weighing 9 st. 7 lb. Examination of the heart, lungs, and abdomen 
shows nothing abnormal. The liver dulness extends from the sixth 
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rib in the right mammary line to the costal margin. There are no 

symptoms pointing to cirrhosis of the liver. The urine is normal. 
When the face is in repose it appears very wanting in expression, 

and has a vacant but not a silly or fatuous look. The want of facial 


expression contrasts very acutely with the intelligent look in the eyes, 


which appear bright and humorous. 

There is apparently no loss of intelligence. He is rather emotional 
at times, and frequently gets angry without any cause. He is usually 
in a very happy frame of mind, and it is quite easy to obtain a 
most delightful smile from him. His smile is most ludicrous, and 
infects everyone with laughter who looks at him. It comes very 
gradually, stays there a long time and then gradually fades. Fig. 6 is 
a good photograph of this smile, and indicates the slowness of the 
movements of the muscles of the face, as the photograph had an 
exposure of ten seconds. He laughs stiffly and in a subdued manner, 
but always as though he greatly enjoyed the joke. This peculiar laugh 
is evidently due to the stiffness of the facial muscles. There is no 
explosive laughter. At other times he becomes very depressed, but 
while in hospital he has always been good tempered, which is quite 
different from when he was at home, for there he frequently went into 
violent fits of rage. He can read the newspaper quite well, and takes 
interest in all passing events. He has no delusions nor hallucinations, 
as far as can be ascertained. 

Eyes.—The ocular movements are good, and the eyes move in any 
direction quite quickly. The pupils are equal and react to light and 
accommodation. There is no nystagmus. The sight is good and the 
optic discs are normal. There is a considerable retraction of the lids 
which makes the eyes appear prominent, and suggests that a slight 
amount of exophthalmos is present. The sclerotics show all round, and 
von Graefe’s sign is present. The upper eyelids are very difficult to 
evert. The amount of retraction of the eyelids varies considerably 
from day to day, and often becomes more obvious while talking to the 
patient, or while he is attempting to make some movement, or to speak. 
If he is excited the eyes become very much more prominent. If asked 
to close the eyes he can only do so after a short interval, and when they 
are closed it takes some little time before he can open them. The 
corneal reflexes are, however, quite brisk. 

Face.—The muscles of the face move very stiffly. The mouth 
when opened is done so slowly, and when he attempts to speak the lips 
ae often slowly pursed up, almost as though he were going to whistle 
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before he can produce a sound. At other times when he is attempting 
to do any movement, specially when he tries to write, his mouth becomes 
drawn to the right side and the tongue slowly protrudes, while he 
breathes heavily, making a kind of snorting sound (figs. 8 and 9). 

The mouth is often held open in a most rigid manner, and saliva 


Fic. 7.—The face is in repose, There is great loss of expression. The eyes appear 
prominent owing to the retraction of the eyelids. The mouth is habitually kept slightly 
open. Exposure 8 secs, 


dribbles excessively from the mouth. When he takes liquids to drink 
they have a tendency to run out of the angles of the mouth. The 
tongue when protruded is usually inclined towards the right, and is 
very tremulous. The movements of the tongue are very slow. He is 
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able to masticate his food, but this is done very slowly; the act of 
swallowing is quite easy. 

Speech.—There is marked dysarthria. At times it is quite impos- 
sible to understand what he says. At other times the speech improves, 
and he is fairly easily understood. The syllables are greatly drawn out 
and there is a long interval between each word. Each syllable is so 
drawn out and so extended that it is frequently unrecognizable. The 





Fic. 8.—The patient is attempting to say a word. The pursing up of the mouth is well 
marked. Exposure, 4 secs. 


word ‘“‘no” may last almost a minute when the speech is very bad, and 
then one is left in doubt whether he has not said “ yes.’ He is unable 
to make any signs with his hands to indicate what he wants, and he 
often gets into a temper because he thinks people are stupid in not 
understanding him. The soft palate moves well on attempting to 


phonate, and the palatal reflex is brisk. 
Hearing is normal, and as far as can be ascertained there is no 
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defect of sensibility over the face. It was found impossible to determine 
if there is any alteration in taste. 

Motor system.—The neck and shoulders are held very rigid. There 
is great hypertonicity of the muscles, and frequently the right platysma 
contracts very forcibly. There is no wasting of the voluntary muscles, 
and there appears to be no loss of power. In fact he is a muscular man. 


The arms are very rigid and the hands are held in the position character- 





Fic. 9.—The tongue is protruded slightly to the right, and the lower lip is everted. 
The patient was preparing to get up from the chair. Exposure, 5 secs, 


istic of paralysis agitans (fig. 10). The hypertonicity affects the flexor 
and extensor muscles equally. The stiffness is not very marked in the 
fingers, but this varies considerably. A remarkable feature is that the 
stiffness of the limbs varies in degree from time to time. If an attempt 
is made by an observer to move the arms, at first they appear very 
rigid, just as if the patient were resisting, and then after a few move- 
ments they become more flaccid. However rigid the arms may be, the 
patient can always move them on being asked to do so, but it takes 
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some time before he can commence the movement. After the move- 
ment is commenced it is often quite rapid. The grasp is fairly strong 
and equal on the two sides. He will, however, grasp the hand quite 
slowly, and then it takes a little time before he can loose hold. He can 
often move one arm before he can get control over the other, and then 
he pulls the other arm to where he requires it. 

The legs are in a similar condition to the arms. The rigidity does 
not disappear during sleep. If an attempt is made to move the arms 
while the patient is asleep they are found to be quite rigid, and any 


Fic. 10.—Showing the characteristic position of the hands, suggesting paralysis agitans. 


forcible attempt to move them wakes the patient at once. The same 
condition is found in the neck and legs. 

(a) Contractures—There are no true contractures. The arms are 
always flexed at the elbow-joint but can be overcome by passive move- 
ments. The wrists are held flexed and the forearm pronated, but 


nese positions can always be overcome. 1e legs are kept slightly 
the tio an always | The leg kept slightly 
flexed at the hip and knee joints, and the feet extended, but all these 
positions can be overcome by passive movements. 

(b) Involuntary movements.—The patient will lie in bed for a long 
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time without an; involuntary movements, but often without any warn- 
ing one of the legs may commence rhythmical involuntary movements, 
at first slight, then becoming more exaggerated, and then quite riotous 
in their intensity. These movements are rhythmical and alternating 
flexion and extension. The same movements occur in the arms. The 
movements are wide, about four or five a second. There is frequently 
a less coarse tremor in the hands, which consists chiefly in alternating 
flexion and extension of the carpo-metacarpal joints. The tremors occur 
in the limbs on each side of the body equally, but the tremor is often 
confined only to one limb. It increases with excitement and also upon 
exertion. The tremor varies in severity from day to day, but there is 
always a slight tremor present. Some days the tremor becomes very 
severe, and this is especially so when the patient is sitting in a chair or 
sitting up in bed with the legs drawn up. When in these positions the 
whole body may be affected. There is a rapid to-and-fro movement of 
the head and body ; the hands are held in front with the elbows at right 
angles, and there are alternating flexion and extension movements at 
the elbows and wrists, and similar movements at the knee and ankle 
joints. There are frequently rapid adduction and abduction movements 
at the shoulder and hip joints. These involuntary movements are 
rhythmical and occur at the large joints, and may continue for hours and 


even a few days, becoming quite riotous at times. The movements are 


equal on the two sides, and all of them are at the same rate, keeping 


time together. They are not athetoid nor choreiform in character, but 
consist of a rhythmical and alternating contraction of muscular groups 
and their antagonists. There is no ataxia. 

(c) Standing and walking—When the patient is got out of bed, 
a process which he is unable to do without aid, and placed upon his 
feet, he cannot keep his equilibrium at first without support. He 
would fall over, and this is obviously due to the rigidity of the muscles 
of the legs and trunk. He often asks for one of his legs to be moved 
for him. Before beginning to walk he usually stands on his toes, and 
then the rigidity is slowly overcome and he can get his foot flat on the 
floor (fig. 11). After a time, varying from half a minute to two or 
three minutes, he can begin to walk. He steps off quickly and can 
walk at a good rate and for a long distance when he has got started. 
He reminds one of a mechanical toy in the way he walks. The move- 
ments are rapid and jerky. When walking he is unable to turn 
suddenly round, but always turns in a wide circle.: On standing still 
there is seen to be a slight to-and-fro tremor of his head, shoulders, 
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Fic. 11.—The patient has just been placed upon his feet. He has gained his equilibrium, 
but is unable to get the heels on the ground. The attitude of the hands is characteristic ; 
they are pressed against the body to overcome the tremor. Exposure, 4 secs. 
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and body, and there is a tendency for him to fall backwards, which 
makes him constantly take a few steps back to prevent himself falling. 
He stands with his legs apart and sways a little backwards and 
forwards. Closing the eyes does not affect his equilibrium. Retro- 
pulsion is very marked. When helped back into bed, he rolls in with 
his back bent forwards, his legs drawn up, and his head bent forwards. 
He will lie on his back in this attitude, his head not touching the pillow, 
and his heels not in contact with the bed. After about half a minute 
he can lay his head on the pillow and get his heels down. 

Writing.—It is a most interesting sight to see him write. He 
firmly grasps the pencil and presses it forcibly on the paper. He then 
seems to contract most of the muscles of his body. His mouth becomes 
pursed up, a most determined expression appears in his face, the tongue 
gradually protrudes, and he makes a kind of snorting sound. He 
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Fic. 12,—The pencil was firmly pressed on the paper to overcome the tremor; but at 
intervals it is seen that the patient lost control of his hand, and here the pencil records the 
tremor. The whole sentence took fourteen minutes to write. 


writes very slowly, but the wrist appears to be glued to the paper, and 
to act as a centre of a circle, so that he will write two or three words in 
a straight line and then the rest will be placed in a semicircle towards 
the right. Then he will begin a fresh line, placing the wrist a little 
further down. The writing is quite clear and the letters well formed. 
By pressing firmly with the pencil on the paper the patient can usually 
overcome the tremor of the arm, but some days he finds it impossible 
to do this. He will then write a few letters and then the tremor will 
overcome him, and the pencil move up and down the paper recording 
the excursions of the tremor. In order to stop the tremor in the hand 
he will often place the left hand firmly on top of the right. In fig. 12 
the last four words were written in this way. The sentence took 
fourteen minutes to write. 

Refleces.—The arm-jerks are brisk and equal on the two sides. The 
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abdominal reflexes are remarkably brisk. The knee-jerks are normal 
and equal on the two sides. The ankle-jerks can easily be obtained. 
There is no true ankle clonus. The plantar response is flexor and 
equal on the two sides. The sphincters are unaffected. 

Sensory system.—As far as can be ascertained, there is no change in 
sensibility. It is extremely difficult, and takes great patience to deter- 
mine the condition of sensibility, as the patient can only with very great 
difficulty indicate when he appreciates any touch. Two years ago I 
carefully examined him in this respect, and convinced myself then that 
there were no sensory changes to the usual tests. [Even at that time it 
was a most laborious process. He frequently complains of pains in his 
back and legs, which seem to be of the nature of cramp. 


The patient was in hospital for about one month, and during that 
time there was no progressive increase in the symptoms. There was no 
loss of weight, and no diminution in the muscular power. Some days 


he appeared very much better than others, and this was chiefly notice- 
able in diminished muscular rigidity, and improvement in the speech. 
He improved when he was left entirely alone, and not excited by being 


examined. 

There was no evidence of syphilis, either acquired or congenital, and 
the Wassermann reaction was not present in the blood or in the cerebro- 
spinal fluid. 

I could find no method whereby to ascertain if there be any impair- 


ment of the functions of the liver. 


There is no doubt but that this case is similar in most respects 
to those described by Kinnier Wilson as ‘“ Progressive Lenticular 
Degeneration : a Familial Nervous Disease associated with Cirrhosis of 
the Liver.”” ‘The case appears to correspond to a bilateral degeneration 
of the lenticular nucleus. It is obviously an extrapyramidal motor 
disease, for the reflexes are normal. It evidently bears a close re- 
semblance to paralysis agitans, in the facial appearance, the position 
assumed by the arms and hands, the rigidity, and to a slight extent in 
the tremors and the retropulsion. 

This case differs in the following way from those described by 
Kinnier Wilson. 

(1) Age of onset.—The age of this patient at the commencement of 
the symptoms is certainly later than most of the recorded cases. In 
many the symptoms began in childhood. 
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(2) Duration of the illness—The disease has now been manifest 
for seventeen years, whereas in all the others there was a fatal termina- 
tion within seven years. In one case the duration was only four 
months. There is no reason to suppose but that this patient may not 
live many years longer. 

(3) Tremors.—The tremors are always present, but vary in intensity 
from day to day, whereas in the recorded cases when they had developed 
they never seemed to diminish. 

(4) Rigidity —The muscular rigidity does not appear to have been 
less on one day than another in any of the recorded cases. In this 
patient the rigidity never disappears, but it varies in intensity from day 
to day, and also while under examination the rigidity changes distinctly 
in different parts of the body. A limb which is at one time extremely 
rigid may at another become comparatively flaccid. 

(5) Contractures.—There are no true contractures in this case, and 
these were such a marked symptom in all the other cases when the 
disease had been present even for a short time. 

(6) Dysphagia.—There is no dysphagia in this patient, only a 
difficulty in mastication. 

(7) Emaciation and weakness.—There is no emaciation nor weak- 
ness. The patient is not fat, but he is quite strong. 

The nervous symptoms present in this patient leave no doubt that 
the lesion is situated bilaterally in the lenticular nucleus; but, unless 
there be cirrhosis of the liver, the disease would not be considered by 
Kinnier Wilson to be identical with that which he described. It is 
difficult to imagine that the patient has been suffering from cirrhosis of 
the liver—a cirrhosis of the multilobular type—for so long as seventeen 
years, however insidious its onset and slow its devolopment, without 


producing some of the symptoms associated with this affection of the 


liver. It is quite easy to understand that cirrhosis would not produce 
symptoms in some of the published cases in the short time from the 
onset of the disease to the fatal termination. The author in his 
description of the disease considers that the cirrhosis of the liver is 
essential for a diagnosis of this afiection. The type of cirrhosis which 
he describes is identically the same as that which occurs in the common 
“hobnailed” liver. In the “hobnailed”’ liver actively regenerating 
areas are always found, and similar regenerating areas in the cirrhosis 
associated with progressive lenticular degeneration are considered by 
the author to explain why the liver condition may last so long and 
produce no symptoms. Nevertheless the same condition of the liver, as 
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far as can be ascertained by careful microscopical examination, when 
occurring in an individual unaccompanied by this nervous disease, nearly 


always produces definite symptoms, and is usually very soon fatal. If 
the cirrhosis of the liver had commenced early in the disease of these 
cases of lenticular degeneration, it is extremely difficult to imagine why it 
did not produce death earlier. The author suggests that the cirrhosis is 
in all probability a primary feature of the pathology of the disease, and 
that the toxin which produces the degeneration in the brain “ is asso- 
ciated with the hepatic cirrhosis, and may be generated in connexion 
therewith.”” This means that the toxin is generated in the liver. Is it 
not much more probable that the toxin is generated in the intestines, 
and that its absorption produces the lenticular degeneration primarily, 
and that it is not until some time after this has occurred that the toxin 
is sufficiently potent or has had sufficient time to produce the cirrhotic 
changes in the liver? In other words, may not the cirrhosis be a much 
later change than the degeneration in the brain? In my case therefore 
the toxin, whatever be the cause of its development, may have picked 
out the lenticular nucleus, and may not even as yet have affected the 
liver. If this be true, should the patient die now from some intercurrent 
affection and show at the post-mortem examination a bilateral degenera- 
tion of the lenticular nucleus, the absence of a cirrhotic liver would not 
necessarily prove that the disease was not identical with that described 
by Kinnier Wilson. 

The nervous manifestations are obviously progressive, and therefore 
the toxin which is causing them is still being formed, and if the patient 
lives until his life is terminated in the same manner as the cases 
already described, by that time the toxin may have produced the 
cirrhotic changes. ‘The poison probably must reach a certain degree 
of toxicity before it causes the lenticular degeneration, and even to a 
higher degree of toxicity before it can make that degeneration sufficient 
to be fatal. It is probable that this higher degree of toxicity must be 
reached before the hepatic cirrhosis can be produced, and therefore 
the hepatic cirrhosis may be a late morbid change in this disease. 

In support of the view that the toxin is not of hepatic origin, but 
that it is generated elsewhere and causes morbid changes both in the 
lenticular nucleus and in the liver, may be cited the action of well- 
known organic and inorganic poisons. The virus of syphilis produces 
well recognized changes in the brain and spinal cord, and at the same 
time causes affections of other organs of the body, such as atheroma, 
cirrhosis of the liver, fibrosis of the lungs, kc. The diphtheria toxin 
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may cause changes in the nervous system and also in the musculature 
of the heart. Lead is well known not only to act upon the peripheral 
nerves, but it is also commonly considered to be a cause of interstitial 
nephritis. Other poisons are known to behave in a similar manner, 
and therefore it is quite legitimate to presume that the toxin in pro- 
gressive lenticular degeneration may not only have a selective action 
upon the lenticular nucleus but also upon the liver, and that the toxin 
may be generated elsewhere than in the liver. If this be so, it is quite 
possible for the toxin to produce the lenticular degeneration before it 
causes the hepatic cirrhosis. 

Dr. S$. A. Kinnier Wilson has kindly examined this patient with me, 
and reported as follows :— 

“The clinical picture presented by his patient offers the very 
closest analogies to that which I have seen and described in four 
cases of progressive lenticular degeneration. The combination of 
tremors, rigidity, and true hypertonicity, dysarthria, contracture- 
attitudes, the absence of any sign of pyramidal involvement, and 
the state of the reflexes, establish the case as essentially one of 
extra-pyramidal motor disease, and there can be, in my opinion, little 
doubt that from the pathological point of view the lesions are situated 
in, or at least involve, the corpus striatum and subthalamic region on 
both sides. 

“ Nevertheless, in certain particulars which seem to me to be 
important, the case differs from those already described. 

“(1) The age of the patient and the known duration of the disease 
are not such as have hitherto been observed. Of course where only a 
comparatively few cases in all have been recorded, one must be prepared 
for a variation such as this patient presents; nevertheless, the duration 
of the disease is much longer, no less than some ten years or more, than 
in any previously recorded instance. 

“(2) Notwithstanding the great duration, there are as yet no signs 
either of emaciation or of contracture. When it is remembered that 
these have been prominent, and sometimes even early symptoms in 
every one of the known cases, I cannot but think that their absence 
constitutes an important distinction. 

(3) The actual form of involuntary movement presents certain 


peculiarities. The tremor is far from constant, although when it occurs 
it is typical in character. In the four cases described in my paper, the 
tremor was not only constant, but increased in severity with the 
progress of the disease. In Dr. Sawyer’s patient there is occasionally 
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a spasmodic movement of the lower facial musculature that resembles 
the ‘mobile spasm’ of Gowers, and may well be described as 
athetoid. There is also, on occasion, a more or less similar movement 
of the hands, which may be more fairly characterized as athetoid than 
tremulous. 

‘In one, or perhaps, two, of the recorded cases, it is true, a not 
dissimilar movement was observed ; these were, however, notably acute 
cases, and in all the chronic cases that have been recorded, and that I 
have personally seen, the involuntary movement was one of never- 
ceasing tremor. 

‘“‘(4) Occasionally the hypertonicity of the patient’s musculature 
relaxes, when the limbs become flaccid, and even hypotonic. This was 
the case when I had the opportunity of seeing Dr. Sawyer’s patient, in 
his hands and fingers; and one was surprised to find that the fingers 
could be notably hyperextended by passive movement where a moment 
before they were rigid and in a contracture attitude of flexion. Again, 
this cannot be regarded as an essential point of difference from a 
diagnostic standpoint, but I have not seen such changes in my own 
cases. 

‘“* (5) The dysarthria of: Dr. Sawyer’s. patient is a long drawn-out, 
almost staccato utterance, which is not identical with that which I have 
seen myself. 

“In mentioning these points, my desire has been not to magnify any 
possible differences, but to demonstrate in what way the patient presents 
features that have not hitherto been noted as occurring; and there does 
not appear to me, perhaps, to be any inherent reason why such 
symptoms should not also be regarded as belonging to the syndrome. 
I attach importance, however, to my first two points, and, in view of 
the apparently inevitable way in which the malady has steadily pro- 
gressed in all the recorded instances of progressive lenticular degenera- 
tion, as well as in all the cases personally observed by myself, I venture 
to take leave to question whether in Dr. Sawyer’s case we are dealing 
with identically the same disease, i.e., a hepatitis with subsequent 
cirrhosis and a concomitant progressive degeneration of the lenticular 


nucleus.” 


lintieninhintinaiatt’ 2 ec 


a 





A CASE OF PERIODIC PARALYSIS. 
BY H. WILLOUGHBY GARDNER, M.D. 


Physician to the Salop Infirmary. 


ONE day in the spring of 1907 there came to my out-patient room 
big, hulking, lazy-looking youth, aged 17, accompanied by his mother 
who gave me the curious history that for the last two years he had 
been subject to attacks of complete loss of power in his arms and legs. 
[ could find nothing wrong in any way with the lad, and was inclined 
either to disbelieve the story, or to put the condition down to mere 
laziness, or at most to hysteria 
However, they came again two or three times with the same story, 
and told me that the attacks were becoming more frequent and severe, 
and that their fear was that he would become permanently paralysed. 
The possibility of periodic paralysis then occurred to me, so I arranged 
that on the occasion of the next attack he should be brought at once 
to the Salop Infirmary to enable us to study his condition. 


On Saturday, June 8, 1907, a cart drove up to my door with the 


patient. I found him to be paralysed, so sent him direct to the Infirmary, 


where he was put to bed. On examining him an hour later I found 
him to be a typical case of periodic paralysis. The note taken at the 
time was as follows: 

F’. T., aged 17, collier, from the village of Anscroft, near Shrewsbury. 

History of attacks.——He has been subject to attacks similar to the 
present one for nearly two years. The first attack occurred in August, 
1905. It came without any warning. He woke up one morning and 
found that he was unable to move his head, arms and legs. His head 
ached and so did his back, arms and legs, and he felt weak and ill. 
The attack lasted all day. During it he was unable to pass water, 
and his club doctor was sent for, who drew it off with a catheter. Next 
morning he woke up feeling as well as ever and returned to work. 

The second attack was precisely similar, and occurred nine months 
later |May, 1906]. The third attack occurred six months after the 
second. The fourth attack after an interval of another three months. 
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The fifth attack after an interval of another two months. The sixth 
attack after an interval of one month only. 

An interval of two weeks only had intervened between the sixth 
attack and the present one—the seventh. Not only had the attacks 


come more and more frequently, but they were .also more prolonged ; 


the sixth attack began on a Sunday morning and lasted three whole 


days. On the Wednesday morning when he woke up he found himself 


quite well once again. 

Previous history—He had never had any illness, had not suffered 
from infantile convulsions; he had been a strong healthy boy, fairl) 
intelligent, leaving school in the fifth standard, never nervous or 
delicate in any way. He had, however, been subject to “sick head- 
aches’ for as long as he could remember, generally at intervals of two 
or three months. His head used to feel heavy; he used to see “ zig- 
zag lines and round circles,” and the attacks would end in vomiting, 
relieving the headache. Then he would sleep for two or three hours, 
and wake up feeling quite well. Since the attacks of paralysis began 
these sick headaches had ceased. 

Family history.— Patient belongs to a strong, healthy family by no 
means neurotic. His father, mother, five brothers and three sisters ar 
alive and well and strong. One brother died in infancy. His mother 
and one brother suffer from occasional “ bilious headaches.” There is 
no history of any similar attacks of paralysis having occurred in his 
family, either on the father’s side or the mother’s, nor is there an 


history of epilepsy or any other nervous disease. 


History and De scription of thre { ttacl, Ol June oS, L907. 


Patient woke with a headache at 4 a.m. on Saturday, June 8; h: 
was aching all over, and found that he was unable to move his arms, 
legs or head. At 2 p.m. he vomited. He felt better after this, but 
the paralysis was in no way lessened. At 5 p.m. he was admitted 
into the Salop Infirmary. 

His face was flushed and his skin moist; there was slight drooping 
of the eyelids, such as one often sees in cases of severe megrim 
He was perfectly conscious, his mind was clear, and his speech was 
uraffected. His pupils were equal, not dilated, and reacted well to 
lizht and to accommodation. His fields of vision, roughly tested, were 
normal. The facial muscles were unaffected. He could move his head 
slightly from side to side, but could neither flex nor extend it. He 
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was just able to move his arms but he could not raise them, and his 
grasp was very weak. His legs were much more severely affected than 
his arms. He could move his toes slightly, but could not raise his feet, 
nor bend his ankles, knees or hips. There was no weakness of the 
respiratory muscles. 

There was no loss of sensation either to touch, pain, or heat and 
cold. 

The knee-jerks and ankle-jerks were completely absent, as were 
also the deep reflexes in the upper limbs. No muscular contractions 
could be evoked by mechanical stimulation. The skin reflexes were 
diminished; the plantar, cremasteric, and abdominal reflexes were all 
present but feeble, and the plantar was flexor. 

On testing with the faradic current no contractions at all could be 
elicited in the muscles of the legs, and very slight ones only in those 
of the arms. There seemed to be a similar absence of contractility with 
the galvanic current, but the galvanic battery was not in a trustworthy 
condition. 

The loss of power, of reflexes, and of electrical contractility was 
precise ly the same on the two sides. 

The cardiac apex was just outside the nipple line in the fifth inter- 
space; there was a soft blowing murmur, most evident in the aortic 
and pulmonary areas. ‘The second sound was feeble. The pulse was 
regular ; its rate was 42; there was no appreciable increase of tension. 

He was unable to pass his urine; a catheter was passed and 30 oz. 

‘50 c.c.| were drawn off. His tongue was furred, and his bowels had 
not acted. He was somewhat drowsy, and complained of headache, 


and aching of back and limbs. The temperature was subnormal. The 


specific gravity of the urine which was drawn off was 1030; it contained 


no albumen or sugar, but showed a trace of indican. 

When he woke next morning, June 9, he was able to move his 
arms and legs slightly; at 8 a.m. the attack was rapidly passing off. 
When seen by me at 12 noon, he had no headache and no aching of his 
limbs; his skin was no longer flushed nor moist; his tongue was clean- 
ing; his pulse-rate was 54, and the tension was still low. The cardiac 
apex was in the nipple line. His eyelids no longer drooped; he had 
perfect motor power in his arms and legs; his knee-jerks were brisk ; 
and his plantar, cremasteric, and abdominal reflexes were very active, 
as were also the electrical reactions. Next morning his pulse was 60, 


and he walked five miles home, apparently in perfect health. 
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Subsequent Attacks. 

The next attack began at home on Monday, July 7, just four weeks 
later. The evening before he had felt cramps and slight aching when- 
ever he moved. He woke at 1 a.m. feeling that an attack was coming 
on; at 3 a.m. he got up and tried to walk it off, and partially succeeded. 
He did not go to work that day, but walked about at home. Next 
morning, 


or legs, though he could move his fingers and his feet. At dinner time 


when he woke, he found he was unable to move his arms 


he was much better, and was able to get up and pass a large quantity 
of water; but the paralysis soon came on again, and lasted all the next 
day (Wednesday, July 9). He woke on Thursday, July 10, perfectly 
well again. 

The next attack began on Sunday, July 20, : ‘an interval of 
nine days only. He felt that it was coming on evening before. 
The attack was but slight and transient, so that he was able to go 
to church, though feeling some weakness in the calves of his legs. 
He walked about all afternoon, was able to pass water, and his bowels 
acted. Next morning, however, he woke up paralysed, and was unabl 
to empty his bladder. As the attack showed no signs of passing off, 
he was again brought to the Salop Infirmary. When admitted th 
paralysis of the arms and legs was found to be less complete than on 
the previous occasion; he had no headache, and did not feel ill. The 
knee-jerks could be elicited with difficulty; the skin reflexes 
present, but greatly diminished, and the same was the case wit] 
electrical and the ideo-muscular contractility. The tongue was cle: 
articulation and deglutition were normal. Th wels, however, wer 
not open, and the urine, 34 oz. (964 ¢.c.), had to be drawn off on admis- 
sion. The pulse-rate was 42, the cardiac apex was outside the nipple 
line, and there was a soft, systolic murmur as before; the aortic second 
sound was accentuated, and occasionally a reduplicated second sound 
could be heard at the pulmonary base. In addition to these signs there 
was very great weakness of the intercostal muscles, so that respiration 
was almost entirely diaphragmatic. 

Patient woke up the next morning as well as ever, and went home 
the day after. His pulse-rate was then 52, and his apex-beat in the 
nipple line. His bowels remained constipated. 

Treatment was then begun, and the attacks ceased for over two 
years. Early in November of 1907 he woke one morning at 4 a.m. 
feeling that an attack was coming on; at 4.10 he took a dose of his 
caffein medicine, and at 4.30 he took 4 grains of calomel; at 6 a.m. he 


got up and walked about, and the attack passed off completely. 
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Examined on November 20, 1907, his pulse was 72, tension normal ; 
the cardiac apex was in the normal position, half an inch within the 
nipple line, and there was no murmur. 

The next attack occurred one Sunday in December, 1909, after 
playing a very hard game of football on the Saturday afternoon. He 
went to bed feeling all right, but woke up on Sunday morning with 
aching, and great weakness of the arms and legs. He got up and 
walked about a little, but after his dinner all the use went out of his 
arms and legs, and he had to be carried to bed. He was completely 
paralysed all the next day, but woke up quite well on the Tuesday 
morning. 

He came to ask me if he ought to give up football, but I told him 
to play just as before but to take his calomel pills and a dose of his 
caffein medicine in the evening after playing ; to eat but little supper, 
and to drink plenty of water. When next I saw him in February, 1910, 
he had played four equally hard games of football with no ill effect. 

After that he gave up all treatment, and I saw no more of him 
until I visited him on May 11,1912. I ascertained that he had had 
five attacks since I had seen him. ‘Two of these were during 1910, 
the attacks developing each time on a Sunday morning after playing 
a hard game of football on Saturday afternoon ; one attack occurred on 
a Sunday in August, 1911, after eating a hearty supper of sausages 
and drinking beer; and two attacks had occurred during the present 
year, also after playing football. 


He is at present in perfect health, and in full work as a collier. He 


is married, and has one child 2 years old, strong and healthy. 


The last few attacks have been characterized by violent vomiting- 


the vomit being green and slimy and “ nasty.”” After the vomiting the 


symptoms rapidly cleared up. On one occasion he came home from 


work and vomited in the same violent manner for about two hours. 
No paralysis occurred on that occasion. 

During the last three attacks he has been very thirsty and slightly 
delirious. He has had no headaches apart from the attacks of paralysis. 
His bowels have been very constipated recently, often acting every 
third day only. His wife volunteered the opinion that beer or stout, 


sausages and cheese were likely to bring on attacks. 


Discussion of the Case. 


The points of especial interest about this case seem to the writer 


to be —— 





248 ORIGINAL ARTICLES AND CLINICAL CASES 


(1) Though periodic paralysis is usually a family disease, no other 


members of his family have ever been affected. 

(2) The attacks of paralysis seem to have replaced previous attacks 
of “ bilious headache.”’ 

(8) Either the attacks themselves or the warnings thereof seem 
nearly always to have begun on a Sunday. 

(4) When the patient was first seen the attacks were occurring 
at ever decreasing intervals, and were becoming more severe and more 
prolonged. But treatment seems to have been notably successful. 

The disease, though a very rare one, is so curious and so interesting 
that it has been closely studied by various observers. As far as the 
writer knows, only four cases have previously been recorded as occurring 
in Great Britain, an isolated case by Singer and Goodbody |5|, and 
three cases, a mother and two sons, by Farquhar Buzzard {1}. In 
America, however, a number of cases have been reported, including 
eleven in five generations of one family, by E. W. Taylor [6], and 
nineteen in four generations of one family by Holtzapple |4|}. Other 
cases have been reported on the Continent of Europe, notably by 
Goldflam [2, 3}, who reported eleven cases in one family, and by 
Westphal [7]. Holtzapple has written a particularly interesting 
account. When he published his paper in 1905 six of his patients had 
died in an attack, one in his presence. It is stated that necropsies have 
been obtained in two of his cases since with negative results. ‘Two of 
his patients became permanently paralysed late in life, by a slow pro- 
gressive paraplegia, which left the sphincters unaffected. Fourteen 
members of the family had attacks of paralysis only, five had attacks 
of paralysis and sick headache, and thirteen others suffered from 
attacks of sick headache alone. The total number afflicted with either 
paralysis or headache was thirty-two. 

In nine instances the disease was transmitted through the father 
and in eight through the mother. In some cases the affected parent 
would have the headaches and the children the attacks of paralysis, 
or vice versd; in other cases the attacks of paralysis would take the 
place of antecedent attacks of headache, while in others, again, the 
attacks of headache and paralysis would alternate. A severe attack 
of headache seemed to protect for a short period against an attack 
of paralysis, and it seemed quite evident that the attacks of headache 
and of paralysis are due to a common cause. 

In the present case also the attacks of paralysis took the place 
of previous attacks of headache. The parents of Holtzapple’s cases 
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were of German descent, the father being afflicted with periodic sick 
headaches. There was no neuropathic family history obtainable on 
either side. 

In the present case there is no history of any similar attacks in 
any member of the family on either side. The mother was said to 
suffer from bilious headaches, but she made very light of them, and 
they evidently were not remarkable either for severity or frequency. 
There was no neurotic family history, and the patient himself is as far 
removed in type from the neurotic as it is possible for anyone to be. 

A curious thing about the present case was that the attacks, or 
at least the warning symptoms thereof, nearly always seem to have 
begun on a Sunday. The reason for this seems either some unac- 
customed and violent exercise, such as a football match, or a particularly 
rich and indigestible supper such as sausages, or a combination of both 
on the Saturday half-holiday. All the attacks developed during sleep: 
The patient would wake up and find himself paralysed; in some 
instances he was able, by getting up and walking about, to throw 
off the attack, though generally it would come on again with increased 
intensity a few hours later. In two of Buzzard’s cases, though the 
attacks often occurred during the night, they could, it seems, usually 
be brought on at any time by taking unusually violent or prolonged 
exercise and then resting. 

Not only is periodic paralysis a family disease, it is also strongly 
hereditary. Amongst the many well-known hereditary diseases, those 


which seem most to resemble it are epilepsy, migraine and gout. 


Epilepsy resembles it in that the attacks are similarly periodic, and 


tend to appear more and more frequently if their occurrence is not 
checked by treatment, and they tend to produce in the Jong run a 
slow gradual deterioration of the brain, just as Holtzapple showed that 
periodic paralysis brought on late in life a slow and gradual deteriora- 
tion of the muscles chiefly affected. 

I believe that the essential condition underlying this disease is 
congenital defect of metabolism. Other conditions in which we find 
periodic attacks due to some congenital fault of metabolism are those 
which are characterized by the excretion of large quantities of (1) 
acetone and diacetic acid (2) uric acid; and (3) oxalates respectively. 

(1) The cyclical vomiting of children associated with acetonzemia, 
though not common, is sufficiently well known. The attacks, which 
seem to be due to imperfect metabolism of fatty foods, come on at more 


or less definite intervals, but are liable to be excited at any time by rich 
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food, over-exertion, over-excitement, and especially by any combination 
of these three causes. Here, again, it would seem that the products 
of imperfect metabolism are stored up in the system until a sufficient 


quantity is accumulated for what we term an explosion; that this 
explosion may be due to some exciting cause, that at its occurrence the 
waste products are violently got rid of by vomiting and by the action 
of the kidneys, and that after an attack the child has gained freedom 
for a time. Here, again, we find that careful treatment designed to 
prevent the formation and accumulation of such waste products will, 


to a very great extent, prevent the attacks. 

(2) The “‘ uric-acid storms,” to which other children are subject, are 
somewhat similar. Here, however, curiously enough, the defect seems 
to be connected with an inherent disability to carry through the meta- 
bolism of ordinary quantities of carbohydrate food. These attacks also 
show the same tendency to periodicity, may similarly be brought on by 
over-exertion and over-excitement and too much sweet food, and may, 
to a great extent, be prevented by careful treatment. 

(3) Attacks of oxaluria seems to occur more in adolescent and adult 

They occasionally show a similar tendency to periodicity, unless 
they are prevented by careful treatment, which in this case also is 
distinctly successful. They certainly seem to be due to some defective 
metabolism, and though the treatment is mainly diatetic and the causes 
very often some error of diet, yet an attack is often brought on by some 
sudden trouble or worry, or excitement which may be supposed to 
lessen the patient’s vital powers. 

In May, 1912, Dr. Head suggested to the writer that the disease 
might be the expression of an anaphylactic reaction to some form of 
food, such as pork. Though it was certain that on several occasions the 
eating of pork sausages had preceded the attacks, it was impossible to 
make sure that this had always been the case or that he had not some- 
times eaten them with impunity. As these attacks are not without danger 
to life, the crucial experiment of feeding him on pork sausages could not 
be made. He was, however, warned to avoid pork in any form, and 
since then has been free from attacks. But at the same time, in 
deference to his wife’s opinion, he has avoided beer and cheese, and in 
accordance with the writer’s own theory, has taken mag. sulph. 3i. in a 
glass of hot water every morning and a dose of calomel every fortnight. 
Moreover, in Holtzapple’s cases there is no evidence that the attacks 
were brought on by any special form of diet, and in Buzzard’s patients 
the attacks could be brought on at any time by a little over-exertion. 
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There are other periodic diseases which show no tendency to be 
hereditary, and which do not appear as family diseases. The most 
striking of these is ophthalmoplegic migraine, which in some respects is 
closely analogous to periodic paralysis and is also a rare disease. These 
cases are much more closely analogous to periodic paralysis, especially 
in regard to the following points: 

(1) The attacks are periodic in their occurrence, and tend to 
appear at more and more diminished intervals. 

2) They are almost invariably associated with headache, often 
exactly like ordinary migraine. 

(5) They are accompanied by a form of- paralysis which is quite 


temporary in its nature, and at first disappears completely between 


the attacks 

(4) As ac msequence ol repeated attacks some paresis may persist 
during the interval, and eventually partial or even total permanent 
paralysis may supervene. This is exactly what happened in some of 
Holtzapple’s cases of periodic paralysis who lived on into old age, 
though the onset of permanent paralysis was much slower in these 
cases than in ophthalmoplegic migraine. 

5) Cases of periodic ophthalmoplegia have been reported in which 
the paralysis alone occurred, without headache and vomiting. 

6) Ophthalmoplegic migraine, like periodic paralysis, is to a certain 
extent amenable reatment. A case in the writer's care was quite 
free from attacks while w * treatment in hospital for some months 
for ; intercurrent affection, and the paresis of the muscles affected, 
which had persisted between the attacks, almost entirely cleared up. 
After he returned to his old home conditions, however, the attacks 
recurred, and soon became as bad as ever. 

The writer came to the conclusion that the attacks of periodic 
paralysis were due to auto-intoxication, the presence of the toxins 
being due to some congenital defect in metabolism. The reasons which 
led him to believe this may be briefly enumerated. 

(1) The many points of resemblance to other conditions which are 
undoubtedly due to auto-intoxication. 

(2) The sudden onset and the rapid recovery. 

(3) The invariable occurrence of the phenomena after sleep, when 
waste and toxic products may be assumed to accumulate, just at the 
time that intestinal digestion is taking place. 

(4) The fact that the condition might occasionally be walked off. 


(5) The symmetrical distribution of the paralysis. 
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(6) The occurrence of headache, drowsiness, thirst, anorexia, aching 
of the limbs and sweating during the attacks. These toxic symptoms 
closely resemble those which obtain in other transitory toxzemias. 

(7) The fact that previous attacks of headache, in all probability 
toxemia, had been replaced by the attacks of paralysis. 

(8) The high specific gravity of the urine passed during the attacks, 
und the presence in it of small quantities of indican. 

(9) The presence of high pulse tension with accentuated aortic 
second sound and slow pulse in the initial stages, and the cardiac 
dilatation and vascular dilatation which so rapidly followed. 

The facts that in the recent attacks severe bilious vomiting coming 
on after some time seemed to cause rapid disappearance of the symp- 
toms, and that in one instance a prompt attack of severe vomiting 
apparently prevented the development of paralysis, also point to the 
same conclusion. 

Having been led to this belief the writer hoped that treatment 
adapted to meet this condition of auto-intoxication, and if possible to 
prevent it, would do good. 

The treatment he prescribed was :—(1) The patient was to give up 
drinking beer altogether, and to avoid all rich food; and he was to 
drink large quantities of water. (2) To take mag. sulph. 5i in half a 
pint of hot water on rising every morning. (3) To take pil. hydrarg. 
subchlor. gr.ii once a fortnight at bed time, followed by Epsom salts in 
the morning. (4) To take tine. digitalis Miv ; pot. acetatis gr.xx; syr. 


58s ; aq. menth. pip. 3i. Ter. die.’ (5) To take: Caffein citratis gr.viiss. 


pot. brom., gr.x ; acid hydrobrom. dil. "xv; syrup, 5ss.; aq. chlor. 


3ss.,° in a tumblerful of water whenever any warning symptoms of 
an attack make their appearance. 

The success of treatment exceeded the writer's utmost hopes. 
The attacks, which had been getting more and more frequent, and 
threatened to incapacitate the patient, at once ceased. It was two 
years before he had another attack; once or twice warning symptoms 
occurred, but a dose of the caffein mixture proved sufficient to avert it. 
Then came the attack after a hard game of football. The patient was 
told to take his calomel pills and a dose of his caffein mixture, and 

' For this prescription the writer is indebted to Singer, who found it very 
case. Its action was probably purely diuretic. 

*The bromides in this prescription were inserted in deference to Holtzapple’s 
for he had found them useful in his cases. He also gave caffein, but onl) 
two-grain doses. In the writer’s opinion it was probably the large dose of cafl 


as a prompt diuretic and cardiac stimulant that was so useful in his case. The 
probably useful in preventing sleeplessness and other ill effects from the caffein. 
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to eat a light supper and drink no beer and much water after a football 
match in the future. As long as he did this he played football matches 
with impunity. Then without the writer’s wish or consent came what 
we may consider the control experiment. The patient discontinued all 
treatment and drank beer again. The attacks recurred, and threatened 


to become more frequent. If the hypothesis of an underlying congenital 


fault of metabolism is the correct one, then we would expect them to 


recur on the resumption of the patient’s old conditions of life; and this 
is what actually did happen. 
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Einfiihrung in die Lehre vom Bau und den Verrichtungen des Nerven- 
systems. Von Professor Lupwic EDINGER. Zweite vermehrte 
und verbesserte Auflage. S$. 234, mit 176 Abbildun 


EF’, C. W. Vogel, 1912. 
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satisfactory in the book, but the student will undoubtedly 


useful. 


There is certainly no other volume of its size that can 
recommended to the student who wishes to gain an intelligent idea of 


structure of the nervous system. 


The Theory of Schizophr nic Negativism. By Professo1 K. BLEI LER 
Ziirich|. ‘Translated by Wituiam A. Wuitr, M.D. Pp. 36. 
New York: Journal of Nervous and Mental Diseases Publishing 
Company, 1912. 

[In this brilliant essay Bleuler concentrated the essential part of his views 
on negativism, and we are glad to see an English translation for the sake of 
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those who cannot face the difficulties of the original. He makes a serious 
attempt to explain on psychological lines the negativism which appears 
in such diseases as dementia prawcox and allied conditions, and shows how 
all theories of motor insufficiency fail to explain catalonic tone and want 
of action. Negativism is a psychical phenomenon and its expressions are 
soverned by ideas and not by anatomical conditions. The author points out 
that it often protects the patient, living in a world of subjective ideas and 
wishes, from the interruption of an unsympathetic environment. It is a general 
experience that everything which touches a deep complex is at once answered 
egative, for there is an instinctive tendency to conceal it. From the 
standpoint of these patients the environment is directly inimical and they 


answer with some negativistic action. The author believes that normal persons 


allow the ro and con of every action to appear together as a phvsicist works 


with two forces in opposite directions ; but in these patients mental processes 
iated and can act unopposed. An external stimulus 
ily as the other. Schizophrenic patients, like children, 
het \ll who are interested in 


cable essay. 
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Julius Springer, 1912. 
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Mit einem Vorwort von Geh. Med.-Rat Professor Dr. ZIEHEN. 

Berlin: Karger, 1912. 
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Die Psychopathischen Konstitutionen und ihre Sociologische Bedeutung. 
Von Dr. med. HELENEFRIEDERIKE STELZNER. 5S. 249. Berlin: 
Karger, 1911. 

The author of this work is a school doctor, medical adviser to a rescue 
home and to the Courts of Justice for Children in Berlin. Stimulated by 
Geheimrat Ziehen, she has utilised her material for this study of infantile 
criminality. Most German alienists teach that grossly immoral tendencies in 
children depend on mental defects, and many instances in support of this 
contention are given in this book. Heredity plays a great part, but it is an 
heredity of weak-mindedness and not of vice. On such weak-minded children 
vicious surroundings act with redoubled force and they take every opportunity 
to satisfy their unstable longings, vagabond tendencies and premature sexual 
desires. This interesting book concludes with an account of the efforts made 


in Germany to deal with a fundamental difficulty in modern civilization 


Cerebellar Functions. By Dr. André-Thomas Paris |. Translated 
by W. Coxyers HerrinG, M.D. Pp. 223 with 89 figures in the 
text. New York: Journal of Nervous and Mental Diseases Pub- 
lishing Company, 1912. 


This is a good translation of the work by Dr. André-Thomas reviewed in 


BRAIN, vol. xxxv, Part 1, p. 59. It will be useful to those who : iot familiar 
’ ) 
ini 


with the French origin 


The History of the Prison Psychoses. By Drs. PAuL NirscHe | Dresden 
and Kart WiIt~MANNs | Heidelberg|. Authorized translation by 
Francis M. Barnes, jnr., M.D., and BERNARD Guurck, M.D., 
with an Introduction by Wittiam W. Wuirr, M.D. Pp. 84. 
New York: Journal of Nervous and Mental Diseases Publishing 
Company, 1912. 

{mong the many problems which civilization must face none is of greater 


importance to society than that of the criminal. In Germany the mental 
condition of prisoners has long been studied alongside the psychoses of 
non-criminal classes. The authors of this work detail in order the work that 
has been done since 1842, and divide their account into three periods. The 
first period extended from Delbriick in 1853 to 1890, when Kraepelin’s influence 
began to tell on the study; it was occupied by many works mainly descriptive 
of the effects produced by imprisonment on the mind of apparently normal 
individuals. 

In the second period, the teaching of Kraepelin led to a more careful 
correlation of the psychoses with those mental states which occurred in the 
community at large. Then the third period was reached in which observers 
were able to separate out those psychoses due to the environment acting 


if’ 
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on certain predispositions from those which would have been liable to arise 


in any case. Of the true prison psychoses the majority, 49 per cent., belonged 
to dementia prwecox. 

The book contains much information on the dream states into which 
normal prisoners are liable to fall before they are actually convicted and on 


the late psychoses of those condemned to long sentences. 


Mental Mechanisms. By Witutam A. Wuatre, M.D. Pp. 151. 
New York: Journal of Nervous and Mental Diseases Publishing 
Company, 1911. 


[| is book is in reality a series ol papers on current psychological questions 
so combined that they form a coherent whole. The first chapters deal with 
the constitution f consciousness with types ol reaction and the content of 
consciousness. hen follows an account of the — complex” and current 


conception of hysteria with a description of the theory of psycho-analysis 


At the « nes a short chapter on preventive principles in mental medicine. 


Bibliographie der Neurologie und Psychiatrie fur das Jahr 1910. 
herausgegeben von der Redaktion der Zeitschrift fiir die gesamte 
Neurologie und Psychiatrie. $. 202. Berlin: Julius Springer, 


L9it. 


chief neurological and psychiatrical papers published 

, and arranged more or less according to the chief subject with 

It seems to be limited to papers reviewed or abstracted In 
gesamte Neurologie und Psychiatrie. The volume and 

‘nal in which the abstract appeared is also indicated. The 
will be therefore useful chiefly to those who possess the complete 


s journal. 
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Writers of “Original Articles and Clinical Cases” are supplied free of charge 
with 50 copies reprinted in the form in which the paper stands in the pages of 
“Brain.” If reprints are required in pamphlet form, with wrapper, title-page, 
&c., and re-numbered pages, they must be ordered, at the expense of the writers, 
from Messrs. BALE, SONS & DANIELSSON, Ltd., 83-91, Great Titchfield Street, 
London, W. 

Members of the Neurological Section of the Royal Society of Medicine can 
obtain the Index of “‘ Brain” for the Volumes I. to XXIII. inclusive, that is, from 
its commencement to the end of 1900, from Messrs. MACMILLAN & CO., Ltd., 
St. Martin’s Street, London, W.C., at the price of 6s. 6d., post free. 


To those who are not members of the Neurological Section of the Royal 


Society of Medicine the price is 8s. 6d. net, and the volume may be obtained 
through any bookseller. 


EDITOR. 





